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MODERN TACTICS IN MANAGEMENT OF YOUNG PATIENTS WITH LONG QT
SYNDROME: EARLY DIAGNOSIS, IMPLANTATION OF CARDIOVERTER-
DEFIBRILLATOR, AND MONITORING OF SUDDEN CARDIAC DEATH
RISK MARKERS
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AKTYaJIBHOCTD IIEPBUYHBIX 3NEKTPUYECKUX 3a00IEBAHUI CEPALIA Y AETEI U JIUL] MOIOJOTO BO3PACTA B HACTOANIEE BPEMA
KpaiHe BbICOK4, TAK KAK OHY ABJIAIOTCA OCHOBHOM NPUYMHOMN 37I0KAUECTBEHHBIX XKEMYI0YKOBBIX ADUTMUI U BHE3AMHOM
cepaeunoit cmeprr (BCC). K 3101t rpyne 3a601eBaHmi OTHOCUTCA CUHAPOM YAIMHEHHOTO MHTEpBana QT, pacnpocrpa-
HEHHOCTb KOTOPOTO, 10 MOCJIEAHAM JAHHBIM, Z0oCTUraeT 1:2500-3000 HOBOPOXKAEHHBIX. KIMHIYECKUE IPOABICHNA 3d-
0oneBaHuA 1 3(PPEKTHUBHOCTD JIEYEHHS OOMBHBIX 3aBUCAT OT KOHKPETHOTO MOJIEKYIAPHO-TEHETUIECKOTO BAPHAHTA CHH-
Apoma. CrpaTu(uKaLy pUcKa BHE3aNHON cyMepTd (BC) y O0IBHBIX CHHAPOMOM YUIMHEHHOTO HHTEPBaIa QT OCHOBHI-
BAETCA HA KIMHMYECKUX, JMEKTPOKAPAUOTPAPUUECKUX U MOJEKYIAPHO-TEHETMIECKUX (PAKTOPAX M MapKepax. Obmie-
IPUHATHI IOJX0/ K IEYEHNIO CUHAPOMA YVIMHEHHOTO MHTepBata QT 3aKI04aeTCA B HA3HAYEHUH 6€TA-a[PEHOOIOKA-
TOPOB. D(PHEKTUBHBIM METOAOM NPOMUIAKTHKY BC pu CUHAPOME YATHMHEHHOTO nHTepBana QT sBIAeTCS NMIUIAHTA-
LU Kap/IMOBEPTEPA-AePUOPUILIATOPA.

Kmouesnie cnoea: BHe3anHas CEPACYHAA CMEPTD, YAIUHEHNE nHTEpBata QT, kapanosepTep-1epuoPUIIATOP.

The study of primary electrical diseases of the heart in children and young people is of high demand because these
diseases are the main cause of malignant ventricular tachycardias and sudden cardiac death (SCD). This group of diseases
includes long QT syndrome with estimated prevalence rate of 1 in 2500 to 3000 in new-borns according to recent data.
Clinical manifestation of the disease and efficacy of treatment depend on particular molecular-genetic variant of the
syndrome. Sudden cardiac death risk stratification in patients with long QT syndrome is based on clinical,
electrocardiography, and molecular-genetic factors and markers. Common approach to treatment of long QT syndrome
consists in administration of beta-adrenoblockers. Efficacious method of SCD prevention in patients with long QT syndrome
is implantation of cardioverter-defibrillator.

Key words: sudden cardiac death, long QT syndrome, cardioverter-defibrillator.
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BBenenue

Ha cerogHsImHuit IeHb OJHOM U3 HAUOO0IEE BAKHBIX He-
PEMEHHBIX IPOGIEM KIMHUYECKON KAPAUOIOTUN SBIACTCA
npobaema BCC y mui monogoro Bodpacra [1, 9]. B ozpacre
10 35 nervacrora BCC cocrasier okoso 1:100000, mpu 3tom
Y JIHLY, 3AHUMAIOIMMXCSA CIOPTOM BBICOKHX JJOCTHKEHUIA, PUCK
MOBBIIAETCA 60mee ueM B 2 pasa 12, 41]. CormacHo JaHHBIM
C. Antzelevich, na gfomo BCC npuxopurca 19% ot Beex ciy-
yaes BCy gereit B Bozpacre ot 1 1o 13 ner u 6onee 30% —y
Jerelt crapuiero sospacra. [1pu arom B 10% ciiydaes BCC B
MOJIOZIOM BO3PACTE PA3BUBAETCA Y JIULL, HE UMEIOMUX CTPYK-
TYPHBIX U3MEHEHUI CO CTOPOHBI cepALid [41]. BompmuHCTBO
ciydaes BC B MOJIOZIOM BO3pACTE OOYCIOBIEHO 3/10KAUE-
CTBEHHBIMU JKEYIOYKOBBIMU APUTMUAMH, B KAUECTBE MPU-
YUHBI KOTOPHIX BCE YA€ JUATHOCTUPYIOTCHA NEPBUYHBIC
JNEKTPUYECKHUE 3a00IEBAHUA CEPALL, B TOM YHCIE BPOK/ICH-
HBI CUHAPOM yanmuHeHHOTO uHTepsana QT (CYHQT) [11].

CYMQT aBngerca HaCleICTBEHHBIM 3200IEBAHUEM C BbI-
coknM puckoM BCC, XxapaKkTepusyomyumcs yTMHEHUEM UH-
tepsana QT Ha anexrpokaparorpamme (OKI), mpuctynamu
NIOTEPH CO3HAHMA Ha (DOHE SMU30[0B KU3HEYTPOKAIOMNX
JKETTYZIOUKOBBIX aPUTMUH, HAUOOJIEE YACTO — KETYIOUKOBOK
TaXUKapAuen Tana “nupyasr” [9]. B psane crydaeB mepBbIM
MPOABJIEHUEM CHH/POMA MOKET C1ykuTh BCC. Yacrora cun-
APOMa 110 PA3HBIM JaHHBIM cocTasier ot 1:2000 go 1:3000
[11, 54]. TzkecTb 3TOM HACEACTBEHHON ATOJIOTHH OOYCIIOB-
JIEHA KU3HEYTPOKAIONMMU APUTMUAMHU U BBICOKO! JIETAIb-
HOCTbIO, KOTOPasd B OTCYTCTBUE JIeueHus gocruraer 40-70%
B TEYEHHUE TIEPBOTO IOfjd MOCIE KIMHUYECKON MaHU(ECTa-
u [47].

KimHnuecku BBIABIIAIOT /{BA OCHOBHBIX BAPUAHTA CHUHJ-
pOMa: HanOOMEE PACTIPOCTPAHEHHBII B IONYJIALY CUHAPOM
Pomano-Yop/a ¢ ayToCOMHO-/IOMUHAHTHBIM TUIIOM HACJIE-
Josanyd 1 cunapom Jxepsea-Jlanre~Hunbcena — ¢ ayro-
COMHO-PELIECCUBHBIM THIIOM HAC/E/I0BAHMA. C MOMEHTA ITEp-
BOT'O UCC/IEJOBAHNA, JOKA3ABIIETO TEHETUYECKYIO IIPUPOAY
cunzpoma B 1997 ., BeiBacHO 6onee 400 myranuit B 12 re-
HAX, OTBETCTBEHHBIX 32 PA3BUTHE CUH/IPOMA, IPOSBIAIONHX-
A HApYIIEHUEM (DYHKIIUN CEPICUHBIX NOHHBIX KAHAIOB [11,
41]. Ilpn 3TOM IO HACTOAMIETO BPEMEHU B GOJIBITNHCTBE
CTpaH MYTAIIMM B U3BECTHBIX T'€HAX BBIABIAIOTCA TOJBKO Y
50-75% 1po6aHz0B [23], 4TO IUKTYET HEOOXOAUMOCTb JIA/Ib-
HENIIEr0 U3y4eHUsA ICHETUYECKUX MEXAHU3MOB 320071€Ba-
HUYSL

YCTaHOBJIEHO, UTO KIMHUYECKUE IPOABNEHNA 3a00/1€Ba-
HUA U 3(PPEKTUBHOCTD JIEYEHUA OOJIbHBIX 3BUCAT OT KOHK-
PETHOT'O MOJIEKY/LIPHO-TEHETUUECKOTO BAPUAHTA CUHAPOMA
[23]. o 80% cayvaes CYUQT 06yc/IOBIECHB! TPEMS OCHOB-
HBIMH MOJIEKY/IAPHO-TEHETMYECKUMHU BAPUAHTAMH, KIIMHUKO-
3NEKTPOPU3NONOTUYECKAA JUATHOCTHUKA KOTOPBIX JI0 HACTO-
AMETrO BPEMEHU HEAOCTATOYHO Pa3paboTana. CTeneHsp mo-
PKEHNA NOHHBIX KAHAJIOB, 4, CJIEAOBATEIBHO, BHIPLKEHHOCTD
HAPYIIEHNA (DYHKINK CEPACYHBIX NOHHBIX KAHAJIOB, 3dBU-
CUT OT BHJjd ¥ JIOKATU3AIUY MYTALIUN U OOYCJIOBIUBAET TA-
KecTp 3a00neanud [11, 41, 44].

HecmoTp4 Ha yenexu, JOCTUTHYTEIE B TOHUMAHWH TTATO-
(PU3MONOTUYECKUX MEXAHU3MOB PA3BUTHSA CHHIPOMA, €T0
KIMHUYECKON MHTEPIPETAIINH, /IO HACTOAIETO BPEMEHH HE
pEmeEHbl TPOOIEMBI PAHHEN AUATHOCTUKH, HEIOCTATOYHO
U3y4EHBI (PaKTOPBL U MAPKePbl prcka BCC py pasim4HbX

MOJIEKY/LIPHO-TEHETUYECKUX BAPUAHTAX CUHPOMA, HEOOXO-
JUMa pa3paboTKa 6o1ee IPPEKTUBHBIX METOAIOB NEYCHUA U
npounaxruky BCC. Haubomnee ocTpo 311 MpodIeMsl 3aT-
paruBaIOT MAllMEHTOB JECTCKOIO BO3PACTA, TAK KAK UMEIOTCA
JIUIb €IMHUYHbIE CMCIIUAIBHBIE UCCIEAOBAHUA CUHPOMA
yauHeHHOro nHTepsana QT y gereit [11, 29].

JIMarHOCTHKA CHHAPOMA Y THHEHHOI'O
uHreppana QT

Ha nomo pereit ¢ manudectusim CYUQT npuxoantcs
OKOJIO 5—7% OT BCEX I'OCIUTATU3UPOBAHHBIX B CLIEL{UATN3H-
POBAHHBII APUTMOIOIMYECKUN LIEHTP B BO3pacTe fjo 18 e,
ST MAIUEHTHI COCTABISIOT BOBITMHCTBO (0KOMO 60%) cpe-
T JICTEN C UIMIVTAHTUPOBAHHBIMU Kap/IMOBEPTEPAMU-IEPUO-
puwiaropamu (UKM) [4]. KnuHudeckumu posBIeHUAMA
CYUQT cnyxart yanmunenue uarepsana QT Ha OKI, anmzozp!
KENYI0YKOBOY aPUTMUH — HAUOOJIEE YacTO (pUOpHLILALIUN
JKETTYIOUKOB, PEXKE JKEMYI0YKOBAA TOTUMOP(HHAA TAXUKAD-
IV, 3APETUCTPUPOBAHHBIC PA3TNYHBIMUA METOJAMH, U CHUH-
KOIIAJIbHBIE COCTOAHMA (puUC. 1).

3260/1€BaHNUE, KAK TIPABUJIO, BBIABLIIOT TMO0 Ha (hOHE
BBIPLKEHHOTO yMHEHUA QT py MPOPIIAKTIYIECKUX OC-
MOTPAX, IMOO0 NPH LEIEHATPABIEHHOM OOCIE0BAHNUY B CBS-
3U C TIPUCTYIIAMU NIOTEPH CO3HAHUA. [l0 HACTOAIIETO BpEMe-
HU guarHoctrka CYMQT ocraercs TpysHOI 3a1a4ei, 0co-
GEHHO B OTHONIECHUU CIIOPHBIX CYOKITMHMYECKUX U HEMBIX
(bopM 3a20071€BAHMS, A TAKKE NPY CUHKONAIBLHON (hOpME B
CBA3U C TUNEPJUATHOCTUKON B 3TUX CTY4aAX SMHUJIETICUNL.

CornacHo ranHbIM MesxayHapoanoro Perucrpa CYHQT,
y 50% npoO6aH/I0B EPBOE CUHKOIAIBLHOE COCTOSHUE PA3BU-
JIOCh B BO3pacTe 110 12 seT. [IporHoCTHYeCKH HEGIaronpu-
ATHBIM ABJIAETCA BO3PACT MAHU(PECTALIUN IEPBOTO CUHKOIIE
pauee 6 7ieT [8]. YCTaHOBJEHO, YTO TPUITEPHI CUHKOTIE C BbI-
COKOY CTENEHBIO JOCTOBEPHOCTH MO3BOJIAIOT IPEATIONOKUTD
MOJIEKY/IPHO-TCHETUYECKUH BAPHAHT CUHAPOMA. Tax, TIoTe-
P CO3HAHKA BO BPEMA IUTABAHWA WV HBIPAHUA ACCOLUUPY-
ercs TobKO 1 LQT1. BO3HHKHOBEHHUE CHHKOIIE BO CHE WA
B [IOKO€E XapakTepHo npu LQT3, a MHAyLIUPOBAHHOE PE3KUM
3BYKOM — TUITMYHO 1 60/bHBIX ¢ LQT2 [50]. Pusnueckad
HAIPY3KA IPOBOLIUPYET CUHKOIE y aLneHToB ¢ LQT1 1 pexe
- ¢ LQT2. Ha LQT1 u LQT2 npuxoxurca o 90% ciydaes
CHUH/IPOMA, 4EM OOBACHAETCA TOT (PAKT, 4TO Y OOJIBIIMHCTBA
AIIUEHTOB CUHKOIIE IPOBOLMPYIOTCA IMEHHO (PU3MIECKON
Harpy3koit [31]. I[Ipu OLEHKe 3aBUCHMOCTH PUCKA KU3HEYT-
POKAIOMUX COOBITUIH OT 10JIA ¥ BO3PACTA OBUIO YCTAHOBJIE-
HO, YTO Y MQJIbUMKOB B BO3PACTE /IO 15 JIET 3HAUUTENbHEE
yomunenne QIc, spime puck BCC, ogHaxo B Bogpacte >15
JIET CUTYaLUsA MEHAETCA B IPOTUBOIIOIOKHYIO CTOPOHY [11,
45].

CranpgaprHag OKT B 12 OTBE/IEHUAX MO3BOJIAET BBIABUTD
yanmiHenue untepsana QT pasiMyuHOll CTENEHU BBIPAKEH-
HOCTH, OLICHUTD JUCTepcHio uHTepBata QT 1 u3MeHeHus
Mop¢onorun 3y6ua T. Popmyna baserra ocraercs Haubo-
JIE€ TIOMY/IPHBIM HHCTPYMEHTOM KOppeKIuu nuTeppana QT
10 OTHOWIEHHUIO K 4aCTOTE cepaeunbix cokpamenunt (UCC)
[17]. CormacHo pexomenpanyam 2008 I, IPUHATHL CIEAYI0-
IMe 3HAYEHNA I ONIPEAEEHN yTuHeHA nHTepsand QT
JUTSLITAIL] KEHCKOTO 11071 QTe>460 MC, [T JIAI] M’KCKOTO IO/
- 2450 mc [14]. Jucnepcud natepsana QT (pasHuIia Mexy
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Puc. 1. Pparment 3anucu XM 60mbHOTO IMutpud I1. Peructpupyercs xeayg09koBasd TAXUKAPAKSA, CTAPTOBABIIAA C PAHHEN XKEMYT09YKO-
BoI1 akcTpacucTonsl (R Ha T) 1 TpaHC(OPMUPOBABIIAACA B TAXUKAP/MIO TUIIA “TIUPYIT”; TAPOKCU3M COIPOBOKAAICA CUHKOIIE. DYHKIM-
OHAJIbHAA ATPUOBEHTPUKYILAPHAA (AB) O110Kaz1a HA (POHE SKCTPEMATIBHO ATHHHOTO uHTEpBata QT nocne 3ama

HAMMEHBIIMM U HAUOOMBINAM 3HAUYeHUAMH HHTEpBana QT,
U3MEPEHHBIMU B PA3HBIX OTBeieHUAX DKT) orpaxkaer rere-
POTEHHOCTD IPOAOJIKUTEIBHOCTU IPOLIECCA PENOAPU3ALIIH
B MUOKAPJE KENYA0YKOB. Y 601bHBIX ¢ CYUQT 6buIa BBIIB-
JIEHA KOppemanusa Mexzy auctiepcreit QT 1 pucKoM passu-
THS JKEIYI0YKOBOI Taxukapauu [16]. Kpome Toro, 31T 110-
K43aTeNb MO3BOMAET OLCHUBATh A(PPEKTUBHOCTD MENKA-
MeHTO3HOH Tepanuu. S.G. Priori ¢ COaBT. IOKa3anu, 4To cpe-
I GOJIBHBIX C PELA/IBAMY CHHKOIIE HA (DOHE AHTHAPUTMHU-
4eCKoi Tepanuu auctepcud nurepsata QT Gonbie, yeM y
MALYEHTOB, NIOMYYaBIINX OeTa-0JI0KATOPHL MO0 NOABEPT-
IUXCS CUMITATIKTOMUH [43].
[TonumopdHas KeNyL0YKOBasA TAXUKAPAUA TUIIA “TIUDY-
1" (TdP) xax npuunna cuHKomne y 6onpHbIx ¢ CYUQT Brep-
Boie omrcana E Dessertene B 1996 r. [26]. [Ipenonaraercs,
YTO MEXAHM3MOM BEPETEHOOOPA3HON TAXMKAPAUN MOKET
CJTYKUTD TPUITEPHAS AKTUBHOCTD, OOYCIOBICHHAA PAHHUMH
HOCT/EHIOAPU3ALMSIMY, WX MEXAHNU3M “TIOBTOPHOIO BXO-
2" (pe-€HTPU) BCIEACTBUE BHIPLKEHHON TPAHCMYPAIBHON
JMCTIEPCHH penosipusaiyu [46]. ’KenyoukoBor Taxukap-
MY THTIA “TIPY3T” B 45-65% CITy4aeB MPE/IMECTBYET oCye-
JOBATENBHOCTS “short-long-short” (KOPOTKUH-JUIMHHBINA-KO-
POTKMIT HHTEPBAJL, BKIIOUAIOUI 3KCTPACUCTOINY). DTO CI1y-
JKUT KOCBEHHBIM TOAITBEPIKJICHUEM TOTO, YTO B OCHOBE TdP
JIEKAT MEXAHU3M TPUITEPHON AKTUBHOCTH [39).
Eme ognum xapaxrepuemM g11 CYUQT anexrpoxapau-
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orpauueckuM (PEHOMEHOM ABJIAETCA MAKPOANBTEPHALIUSA
3y6ua T, TO €CTb U3MEHEHUE NOIIPHOCTU U AMILIUTY/BL 3y0-
112 T' B IOCIEI0BATENBHBIX KAPAUOIMKIAX. DTO PELKO BCTPE-
YAOMUNCH (PEHOMEH, KOTOPBI 00IaIa€T BBICOKOH CIIELH-
(PUYHOCTBIO U IOCTOBEPHO ACCOLUUPYETCA C JKEMYAOUKOBON
TAXUKAPAUEH IIPU PA3IMYHBIX CEPAEYHO-COCYAUCTBIX 3400-
nesannax 1 BCC (puc. 2) [11, 41, 47).

JInarHo3 PesKO BBI3BIBAET COMHEHNA, KOT/IA YIMHECHHE
QT oueBnHO. OtHAKO OKOJO 30% OOMBHBIX UMEIOT IIOPOTO-
BBbIE€ UJIM IOATIOPOTOBLIE 3HAYEHUSA 3TOTO MHTEPBAIA (5-2
MEPIEHTUIN BO3PACTHOTO PACTIPE/EACHUA TTOKA3aTENA ), KO-
TOPBIE B OTCYTCTBUE y OOMBHBIX CUHKOIIE MOKHO HHTEPIPE-
TUPOBATb KAK COMHUTENbHBIE [7]. JOA OObHBIX ¢ KIMHU-
YECKU HEMBIME MyTATIHSIME COCTaBIIsAET OT 10 710 36% Cryda-
€B, YYNUTBIBAS PE3YABTATHI MONEKY/LAPHO-TEHETYECKOTO aHa-
nm3a [23]. [pu atom puck BCC cpean 3101 rpymist 60Ib-
HBIX COXpaHAETCA. B paboTax MO M3YYEHUIO JAHHBIX TeHe-
THYECKOTO aHAIM3d MOJOJBIX JIIOZEH CO CTPYKTYPHO HOD-
MAJIbHBIM CEPALIEM, YMEPIINX BHE3AITHO, B 20% CTy4a€B ObLIN
BBIABJICHBI MYTAIIUH B T€HAX, OTBETCTBEHHBIX 34 PA3BUTHE
CYUQT [41]. Hembie (hopMBI CHH/IPOMA Yallle BCTPEYAIOTCS
cpeau 60mpHbIX ¢ LQT1 [45]. B 31uX C1y9adx akTyalbHbIM
CTaHOBUTCA TIOUCK METOJIOB HEMHBA3UBHON JIMATHOCTHKU
CHHJIPOMA, 3AKTI0YAIONUXCA B IPOBOKAIMN U3MEHEHUI Ha
OKI. TakuMu IPOBOLIUPYIOMUMU TECTAMU CTAIU BBEICHUE
anbha- 1 6eTa-aAPEHOCTUMYIIITOPOB [6, 53).
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Puc. 2. MaxkpoansrepHanus 3youa Ty 6ompHoro CYUQT, 3aperncTpuposanHas npu 24-4acoBoM CyTOYHOM MOHUTOpHpoBaHun DKI —

N3MCHCHUE TIOIIPHOCTHA T 3Y6H2 B IIOCJIEAOBATCIbHBIX KOMIIICKCAX

B 2002 . M. Ackerman n B 2003 1. W. Shimizu Hezasucu-
MO JPYT OT Apyra OPEIOKUIN TIPOTOKOJIB POBOLIAPYIO-
WX TECTOB ¢ MPUMEHEHUEM 3MUHE(PPHUHA, KOTOPBIE ObUIN
3(PEKTUBHBI HE TOJIBKO B BBIABICHUH YTTHHEHHOTO HHTED-
Bana QT y 6ompHbIX ¢ LQT1, HO ¥ B AU((EPEHINATEHON
JAUATHOCTHKE HAUOO0JIEE PACTIPOCTPAHECHHBIX MOEKYIAPHO-
reHerndeckux Bapuantos CYHUQT [6, 13]. B mpoTokone
M. Ackerman Ha (oHe NH(Y3UK SMUHEPPUHA OTMEYANOCH
yamuHenre QT y 6ompHbIX ¢ LQT1, B TO Bpemd Kak y 60Jb-
HbIX ¢ LQT2 n LQT3, a Taxxke B rpymme koHTpons QT ymeHb-
mancs. B uccnenoBanuu W. Shimizu mocie 60/10CHOTO BBe-
JeHnd anuHedpuHa 60mbHbIE ¢ LQT1 reMoHCTprpoBau 1o-
CTOBEPHO Ooibnee, yem npu LQT2 yamunenne QTc na hone
nosbimennd YCC. [Ipu 3ToM B iuHAMHUKE y 60BbHBIX ¢ LQT1
yBenumyenne Q¢ COXpaHwIoch B TEYCHUE 5 MUH TIOCTIE BBE-
JEHUA TPENAPATA, TOIA KaK y 60/1bHbIX ¢ LQT2 noxasarens
IPOJOKUTENLHOCTH QTC GBICTPO BOZBPAMIAICA K UCXO/HO-
My 3HAUeHHIO. Y 60/bHBIX ¢ LQT?3 nocne BBeieHns snmHed-
pYHA TPOJOILKUTENBHOCTD (QTC yMEHBITATACH.

Bonee JOCTYITHBIM TeCTOM, MO3BOJIAIONUM OCTHYb TEX
K€ PE3YNBTATOB, ABMIACTCS MPOOA C (PUMIECKON HATPY3KOH.
B pa6orax Takenaka ¢ coasT. u Wong ¢ coasT. ObUIO IIOKA34-
HO, YTO TIP062 ¢ (PU3NYECKOH HATPY3KOH UIPAET GOJIBIIYIO
ponb B tuddepeHtnanbHoi auarnoctuke LQT1 u LQT2. B
00€eHX PabOTAX OTMEYAIOCH BHIPAKEHHOE yBeanuenue Qe
Ha Harpyske y 601pHbIX ¢ LQT1, Toraa kax npu LQT2 guna-
muka QTC Ha HArpy3Ke ObLIA HE3HAUUTEIBHOM [56]. Schwartz
€ coaBT. B 1995 1 mokaszany, yro LQT3 acconmupyercs co
3HAYUTENBHBIM YKOpoueHrneM QT Ha Harpyske, GOJIbIINM,
yeM npu LQT1 n LQT?2, Taxke, 4eM B rpymie KOHTPo [49].
HTO COTTTACYETCA C TEM, UTO JKEMY/JOUKOBAS TAXUKAPAUA IPU
LQT3 asnserca 6paauzasucuMort. H. Swan ¢ coasr. (1999 1)
B CBOEM UCCIE/I0BAHUN BBIABU/IN 3HAUUTEILHOE YBETUUEHUE
untepsana QT y 6ompubix CYUQT npu camwkenun YCC B
MIEPUO/IE BOCCTAHOBIEHYSA ITPU CPABHEHUH C IPYIITION KOHT-
pou [55]. Hamumu uccneoBaHuaAMy, BKIIOUAOMUMU 173
nanuenTa ¢ CYMQT, yeemmuenue QTc Ha Harpyske J0OCTO-
BEPHO OOJIBIIE Y IETEN C CUHKONAJIBHOM (POPMOIT CUHIPOMA
TIIPU CPABHEHUH C GECCUHKOMAIBHBIME GOIBHBIMHU [5, O].
Makcumanbrag YCC, 1oCTUrHyTad B XOZ€ HAPY3KK Y MALY-
enToB ¢ LQT1, focToBepHO Hiske, 9eM pu LQT2. Taknum 06-
pazom, LQT1 xapakrepusyeTca yMEHBIIEHHBIM XPOHOTPOII-
HbIM OTBETOM HA HAIPY3Ky U 0O0JIEE BBIPAKECHHBIM Y/THHE-
HueM uHTepsana QT mocne Harpysky, Torga Kax npu LQT2

orMeyaercd HopMaIbHbI nprpoct YCC 1 3HAYUMOE VKO-
pouenne uarepsana QT Ha HArpyske. Kpome Toro, AMHaMu-
Ka naTepsana QTc Ha narpyske B rpyrnmax LQT1 n LQT2 6puta
Pa3HOHANPABIeHHOM: Y Aetert ¢ LQT1 311 nHTEpBANIHL JOC-
TOBEPHO YBETUUHMBAIUCh, B TO BPEMS KaK Y 60JbHBIX ¢ LQT?2
OHH JJOCTOBEPHO YMEHBIIAIKCD.

Tax Kax OCHOBHBIM 1 TIPUHIATIHAILHBIM OTIUYHEM O0Jb-
Hpx ¢ CYUQT oT 300pOBBIX CIYKUT YIMHEHUE SNEKTPU-
YECKOW CHUCTOJIbI, U3YYEHUIO NOABEPIVIOCH COOTHOLIEHHUE
JIEKTPUYECKON U MEXAHUYECKON CUCTOJIBL KENMYA04KOB. Elrte
B 1991 . de Ferrari ¢ CO4BT. BIIEPBbIE ONUCAIM ABIEHUA MUO-
Kap/IManbHON UCPYHKIMK Y OONBHBIX C BPOXKACHHBIM
CYUQT. O6pamany Ha ce6 BHUMAHHUE YCKOPEHUE BPEMEHH
PAHHEN CHUCTONBI U 3AME/IEHAE BPEMEHU PACCIAONCHUA
MHUOKap/a y 60mbHBIX ¢ CYMQT B CpaBHEHNHY C TPYIIION KOH-
TPOJIA, 4 TAKKE OCOOEHHOCTH JIBIKEHUA MUOKAP/IA B CUCTO-
JIy B BUJIE IUIATO WIN JBOMHOIO NUKA. YVIMHEHUE JJIEKTPU-
YECKOH CUCTONBI Y AeTert ¢ CYUQT conpoBokaeTcs passu-
THEM BBIPAKEHHOI'O HECOOTBETCTBUSA ANEKTPUUECKOH CUCTO-
JIBl MEXAHUYECKOU CUCTOJIE, YJIMHEHUEM BPEMEHU U30BO-
JIOMETPUUECKOTO PACCIAONEHNA U U3MEHEHUEM TIPOAOJIb-
HOH CUCTOMMYECKON AedopManuu [2]. IIpu 3ToM CTeneHb
HAPYLIEHUA 3JIEKTPOMEXAHUUECKOTO COIPKEHUA HE ABIIA-
€TCA TEHOCTIENU(PUUECKOH, HO JOCTOBEPHO aCCOLUUPYIOTCA
C HEOIATONIPUATHBIM IPOTHO30M.

Crpatudukanysa pucka pa3BUTHA KeTYA0IKOBO
TAXUKAPHH IPU CHHAPOME YA THHEHHOTO
uHreppana QT

OpHOM M3 0OCOOEHHOCTEN KETYAOYKOBON TAXUKAPAUN
TN “TUPY3T” ABAACTCA BO3MOKHOCTD €€ CAMOIPOU3BOIb-
HOT'O KyNUPOBAHUA [42], BCAEACTBUE YEIO MALUEHTHL C
CYHQT Hepeaxo UMEKT B aHAMHE3e OOJBIIOE YUCIO CUH-
KOIAJIbHBIX COCTOAHUHM. B TO ke BpeM4 yKe MEPBbIi AINU307
KENYI0YKOBOY TAXUKAPAUY MOXKET IIpuBecTd K BC [59], mmo-
3TOMY BKHO OLIEHUBATH MHIMBU/YATbHBIN PUCK PA3BUTHA
BC a1t KK10r0 MaIyeHTa.

OfmenpuHATas CTPATU(UKAINA PUCKA OCHOBBIBACTCA HA
JEMOTPAPUIECKUX TAPAMETPAX, KIMHUYECKUX NIPOSBICHNU-
X, JJEKTPOKAPAUOT PAPUIECKUX MAPKEPAX U [JAHHBIX [€HE-
TUYECKOTO aHam3a [15, 18, 30, 40].

MonekynapHO-TeHETUIECKII BAPUAHT CUHIPOMA NMEET
GOJBIIOE 3HAUECHHUE B IIPOTHO3UPOBAHUN PUCKA PA3BUTHA BE-

31



Cubupckuit MmeHCKKi sxypHai, 2015, Tom 30, Ne 1

PETEHOOOPA3HON KETYIOUKOBOU TAXU-
Kapauu. 1o Mepe HaKOIUIEHUA JAHHBIX
B MEX/TyHAPOIHBIX PETUCTPAX OlIEHUBA-
JIOCh BJIMSIHAC HC TOJIBKO BAPpUAHTA HA

Tabnuua 1

c CYHat

Llikana MHAMBUAYANbHOIO PUCKA PA3BUTUA HW3HEYrPOMalOLLeH apUTMUKN Y 60IbHBIX

TCUCHHUC CVHQT, HO 1 B3aUMOCBSI3b TOU dakTopbl prcka

bannbl

WM UHOM JIOKATU3AUN C TIPOAOILKY-
TENLHOCTBIO nHTEpBAta QT 1 Apyrumu
KIMHIYECKUMU NPOABIECHUAMY CHH/PO-

CrHKoNe, NPOBOLIMPOBAHHBIV HArpy3KOM, SMOLIMAMN, 3BYKOBbIM Pa3fipaxuTenem, nnasaxvem 1
CuHkone 6e3 onpepeneHHoro Tpurrepa 0,5
MepBbiv C1HKONe B BO3pacTe A0 6 net 1

Ma. Tax, OBLIO BBICKA3aHO NPEATIONOKE-  QTc 2500 mc 1
HUE, YTO MYTaIlUH, JOKAJTU3YIOMIUECA B QTc =460 - 499 mc 0,5
C-TepMUHAIBHON YACTH OEJIKA, ACCOLU-  AnbTepHalus 3y6ua T 1
VIPYIOTCS C 60IIee BIArONPUATHBIM PO-  Kenyfio4koBas 3KCTpacuctonms 05
THO30M [27, 40]. Pan aBTOPOB co00ma-  CuHycosas bpanvikapans meree 2%o 05
10T O TSDKEJIOM TEUCHUU 3200JICBAHMS M BHe3amHas ocTaHoBKa KpoBoobpalLieHs B aHaMHe3e 1
HC6JI:1FOHpI/IHTHOM MPOTHO3E IS KU3- BCC B Bo3pacre fo 40 net poAcTBeHHMKa | cTenenu 0,5
HU Y OOJILHBIX C LQTZ TpY JIOKA/IN3a- MakcumanbHbIn CyMMapHbIV prck 6,5

UK MYTALIUI B IOPOOOPA3YIOLIEH dac-

! 6€nKa [37]. Y 3THX GOBHBIX CHHKOIIE MAHU(ECTUPYIOT B
6osee paHHEM Bo3pacte. Kpome Toro, 6bU10 JOKA3aHO, 9TO
MYTalys B IOPOOOPA3yIomIelt yacTu 6enka B 11 pa3 nossl-
IIAET PUCK SKUZHEYTPOKAEMBIX COOBITHI Y O0MIBHBIX ¢ QTc
10 500 Mmc, 1 anee Ha Kaxzple 10 MC PUCK YBEIMYMBAETCH HA
16% [57).

Hccneposanue, mposesicHHOE B 2007 I 1 00bEIMHUBIIEE
JIAHHBIE TPEX MEAIYHAPOJHBIX PETUCTPOB, HO3BOIMIO U3Y-
YUTb B3AUMOCBA3b 77 PABIUYHBIX MYTALUY Y OOJIBHBIX C
LQT1 ¢ cumMnToMamu. BEIO YCTAHOBIEHO, YTO MYTALMU B
TPaHCMEMOPAHHON 06/1aCTH GETIKA, B OTIIMYUE OT MYTAIINI1 B
C- n N-TepMUHAIBHON YaCTAX OE/KA, 4 TAKKE MYTALUU C
JOMUHAHT-HETATUBHBIM A(P(PEKTOM ACCOLUUPYIOTCA C OOMB-
1eH MPOAOJLKUTENBHOCTBIO nHTEpBAIA QT Ha DKI, Hammuu-
€M CHHKOIIE B aHAMHE3€ M HEA(D(MEKTUBHOCTBIO AHTUA/|PE-
Heprudeckon repanuu [32, 40].

Taxoke OIMCAHBI OTAETBHBIE MYTALMH, HAIMYUE KOTOPBIX
O3HAY4€T 60JIEE BBICOKUI PUCKA PAZBUTHA JKEMYIOUKOBON
TAXUKAPAUH: 71 601bHBIX ¢ LQT3 310 MyTtanusa JKPQ, a i
6ombHbIX ¢ LQT1 — mytanus A341V [25, 60].

Hesasucumble (pakTOpsl pUCKa I J€Teil ObLIM OINCA-
HbI B uccnenoBanuu Goldenberg ¢ coast. (2008), koTopsie
MPOAHAIMZUPOBATN KIMHUYECKUE U ANMEKTPOKAPAUOTpAPH-
yeckue xapakrepuctuku 3015 gerert ¢ CYUQT B Bospacre
or 1 go 12 ner [29]. bruto ycranosneno, uro QIc 6onee
500 MC B Tpu pa3a IOBBIIIAET PUCK PA3BUTHA BHE3ATIHOM OC-
TaHOBKU KpoBooOpamenus (BOK) u BCC y Manpuukos, HO
He y ieBoYeK. HarpoTus, pUCK peLANBA KEIYL0YKOBOM Ta-
XUKAP/IAY TIPU HATMYNAY CHHKOIIE B dHAMHE3€ OBbLT JOCTO-
BEPHO BBIILE Y IEBOYEK, YEM Y MATLUMKOB. MyKCKOI IOJT ac-
COLMMPOBAICS C BLICOKUM PUCKOM PA3BUTHSA JKU3HEYTPOXKA-
EMBIX COOBITHI B JICTCKOM Bo3pacte. Ho Hanbonee 3Havu-
MBIM HPEJUKTOPOM PA3BUTHSA KETYAOUKOBOI TAXUKAPJUU
OBUIO CUHKOIIE B AHAMHESE.

MuauBHyaabHbIe IIKAIB pHCKA cHHKOIE H BCC

Jlna onenky uHauBuAyaabHOro pucka (MP) passurus
cunkorne u BCC Hamu 6pl1a paspadorana mxana MP Ha oc-
HOBAHUHU KOTOPOH OONBHBIE OBUTH PACIIPEAETEHB] HA IPYII-
IIbI BBICOKOTO, YMEPEHHOI'O M HU3KOT'O prcKa (TabuL. 1). [1pe-
JUKATHBHAA IIEHHOCTh MHAMBUYAILHOTO MPOMUIA PUCKA,
OCHOBAHHOTO H4 JITAHHOU MK/, ObLIa NCCIEI0BAHA B IPYTI-
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1€ GOMBHBIX C PEIUAUBAMU CHHKOIIE HA TEPATUHN HeTa-6710-
KATOPaMH [3]. YCTAHOBJIEHO, YTO BEPOATHOCTD PELN/IMBA CUH-
KOIIE TEM BBIIIE, YEM BBIIIE CYMMApPHbII 62/ Takum o6pa-
30M, IPUMEHEHHME FTOH MKAJIBI IO3BOJIET BBIABUTD OOJBHBIX,
HYIAIOIIMXCS B aHTHAPUTMUYECKOI TEPAITUY, A TAKKE TIPEJ-
TOJIOKUTD I(PPEKTUBHOCT O€TA-OI0KATOPOB B KAKIOM CIIy-
gae.

JledeHue OOMBHBIX C CHHIPOMOM YIHHEHHOI'O
uHTepBana QT

Omrrumuzanus geyenus 6oabHbix ¢ CYUQT ocraercs
TPY/IHOI 1 /IO KOHIIA HE PEMEHHOI TPOOIEMOH, XOTA pas-
PaGOTAHHBIN B HACTOALIEE BPEMsA KOMOUHMPOBAHHBII T10J-
XOJ 103BOJIAeT yMeHbmuTh puck BCC B Tevenue 10 ser ¢
MomeHTa Manugectaiyu CYUQT o 2% B cpaBHeHnu ¢ 78%
y JIALL, HE MOMYYAI0MUX aIeKBATHON Teparuu [37]. PekoMeH-
Jauuy 10 nedeHnio CYUQT OCHOBAHEI IPEUMYIIECTBEHHO
Ha IAaHHBIX MeXIYyHAPOAHBIX PErncTpoB 1 ClenuaIn3upo-
BAHHBIX KIMHHUK; IIPOCTICKTUBHBIE PAH/JOMU3UPOBAHHBIC HC-
CJIE/JOBAHUA B ATOM OOJIACTH HE TIPOBOAMIINCE [9, 23]. OCHOB-
HBIE METOJIBI JICYECHUA — TEPANus O6eTa-6lI0KATOPAMH U Jie-
BOCTOPOHHAA cuMIaTakroMus (JICY), a Takke UMIUIAHTALIUA
KapAuoBepTepa-AepuopmaTopa. Beayrcsa pa3padoTku u
PeHOCHENU(PUIECKON TEPATIUHL.

KpaeyronbHbIM KAMHEM TEPATIUM CUHAPOMA ABIACTCA
O110Kaza OGeTa-afPEHOPELENTOPOB, KOTOPAs IIPEAOTBPAIA-
€T BHE3AITHOE YYALllEHUE PUTMA CEP/LIA, HE BIHAA CYILECTBEH-
HO Ha IPOAOLKUTENbHOCTL nHTepBana QT. K 1985 1. 6bu1a
HAKOIIEHA JI0KA3aTeNbHAA 6232 U OECCIOPHO YCTAHOBIEHA
BBICOKAS 3(D(PEKTUBHOCTD AHTUA/IPEHEPIUYECKON TEPATIHN.
Tak, B NCCIIENOBAHNY, TI€ PETPOCIEKTUBHO OBUIM MPOAHA-
JIU3UPOBAHBI PE3YNIBTATHI JICUEHNA 233 OONBHBIX ¢ CUHKO-
MAILHON (POPMOT 3260/1€BAHNA, OBIIO MOKA3AHO, YTO CMEP-
THOCTD IIOCJIE TIEPBOIO CUHKOIIE B TeyeHue 15 et cocrasu-
12 9% cpean TEX, KTO MOoNy4dan 6€Ta-apeHOONOKATOPHI
u/nnu noasepres JICY, B TO BpeMA KaK B IPYIIIIE HEIEUEH-
HBIX TAIIEHTOB ATOT MOKA3aTeNb pUoIu3uics Kk 60% [47,
58]. B 1991 1. AJ. M0SS ¢ CO4BT. KOHCTATUPOBAJI CHIKECHUE
cMepTHOCTH € 50 10 5% 32 10-1etHui neproj Ha (poHe npu-
MEHEHUS 6eTa-0I0KATOPOB B IPYIIIE OOJBHBIX U3 328 yeno-
BeK [34]. bbu1a ycTaHoBIEHa 3(P(EKTUBHOCTD OETA-afPEHO0-
JIOKATOPOB IPY PA3TUYHBIX MOJIEKY/IAPHO-TEHETUYECKUX Ba-



PA. WibapoBa 1 COABT.

COBPEMEHHAS TAKTUKA BEIEHWA ITALTUEHTOB MOJIOJOI'O BO3PACTA...

puanTtax cuaApoMa. COIMacHO JaHHBIM MeKIYHAPOAHO-
ro Perucrpa, 6€Ta-aipeHo6I0KATOPRI IPEJOTBPAIIAIOT
PA3BUTHE KETYA0UKOBON TAXUKAPAUY Y 81% MALUEHTOB

Tabnuua 2
LLikana 3KCTpeManbHOro pucka Ans 60bHbIX ¢ UKA

¢ LQT1,y59% — ¢ LQT2,y 50% — ¢ LQT3 [21, 45]. Cpenu

(dakTopel 11 Mapkepb! pricka -1 0 1 2

6era-appenotnokaropos B Tepanuun CYUQT Haubonee

CyHKoNe 3a Nepuof HabnoaeHns B 5 net* HeT

na B -

IMHAPOKO MPUMEHAIOTCA IIPOTPAHOIION, HAJOMOM A ATEHO-  QTc, mc - <500 500-550 550
JIOJI, KpOME TOT'O, B HCKOTOPBIX KIMHHUKAX HASHAYAIOT Bo3spact umnnantaumm UKL, net* - 10+ <10 -
METOMPOJION 1 6I/ICOHpOIIOJI [19, 23, 28]. Haubonee 3(1)- ApuTmndeckue cobbitus Ha bb - Het na -
(pextuBHEI B Tepanu CYNQT porpanonon v HaJoNMoM.  BOK 8 aHamHese - HeT na -

OpnHaKo NPOIPAHOION UMEET PsAJ HEAOCTATKOB, CBA3AH-
HBIX C HEOOXOAUMOCTBIO €TI0 YETBIPEXKPATHOTO IPHEMA,

4 TAKKE PA3BUTUEM TOJNEPAHTHOCTU NPU JLIUTENLHOM
npueme. Hafonom IMImeH 3TUX HEAOCTATKOB, IIPUMEHAETCH
ABAKIBL B JieHb B 103€ 1,0 MI/Kr. MeTOnposon — HauMeHee
A PerTUBHBIA 6€Ta-0J0KATOP, IPUMEHEHHE KOTOPOIO CO-
IPOBOXKIAETCA BLICOKMM PUCKOM PELU/IBA CUHKOIE [22].

Brnepseie JICO y 6ompubix ¢ CYUQT 6bu1a npuMeHeHa
A. Moss ¢ coast. B 1969 1. [33]. B 1976 1. P. Schwartz ¢ coasr.
IPOJEMOHCTPUPOBAIH YBEIUYEHHUE TIOPOTa KEMyA0IKOBOM
(PUOPWILALIAN 1 IPOAOJIKUTENBHOCTH PEPPAKTEPHOTO Iie-
pHOJA MUOKAP/A KEMYA0YKOB IIOCTIE AHATOTHYHON Oepa-
1 [52]. B 2004 1. 6b111 OyOIMKOBAHBI PE3YIBTATHI CUMITA-
T3KTOMUH Y 147 manueHTtos [48]. 32 BOCEMb JIeT HAOMOze-
HYA Ha 91% YMEHBIIMIOCh KOMMYECTBO CUHKOMAIBHBIX CO-
CTOAHUM, IPOJOJIKUTENBHOCTb MHTEpBAIa QT cTama MeHb-
e B CpeAHEM Ha 39 MC; CMEPTHOCTD B IPYIIIE BBICOKOTO
PUCKA CHU3WIACH 110 3%. Kpome Toro, JICD ymeHbIIaeT juc-
nepcuio uurepsanta QT Kak n MeKaMeHTO3HAA, XUPYPIu-
gecKad 6eTa-apeHo0IoKa1a Hanbonee IPQPEKTUBHA IIPU
LQT1 [12]. B macrosmee BpeMsa CHUMIIATIKTOMHUA PEKOMEH-
JOBAHA TIALMEHTAM, Y KOTOPBIX PELMAUBBI KETyJOYKOBON
TAXUKAPIAUU COXPAHAIOTCA, HECMOTPA HA IPUEM MAKCUMAIb-
HO JIOITYCTUMOM J103bl 6€Ta-610KaTopoB [42]. TeM HE MeHee,
B IpyIIIe OOBHBIX C BRICOKMM pUCKOM BCC JICD MmeHee a¢-
(pextuBHA. TaK, B paboTe BOS € COABT. AHAM3UPOBATUCH Pe-
3Y/IBTATBl CUMIIATAKTOMUH Y 52 GOJIbHBIX, CPEAHUI BO3PACT
KOTOPBIX COCTaBMII 10 seT. PElunBLL JKU3HEYTPOKAEMBIX
COOBITHII IIOC/IE ONEPALUY UMETU MECTO Y 23% OONBHBIX C
HanboJI€eE TAKEIBIM TCUCHNUEM 3a601eBaHu [20].

MMmunanTanysa KapAuoBepTepOB-AepUOPUIIATOPOB AB/LA-
€TCs OHUM U3 OTHOCUTENBHO HOBBIX METOZIOB IEYEHHU [IE-
tent ¢ CYUQT (11, 23, 42]. CormacHO peKOMEHAAINAM AMe-
PHUKAHCKOTO ¥ EBPONENCKOTO OOMECTB KAPAUOIOTOB OT
20006 ., MIK]I Teparus B COYETAHNHU C 6€Ta-4IPEHOOIOKATO-
PaMU HE3BUCHUMO OT BO3PACTA MOKA3aHa: GOJIBHBIM, IIEpe-
KUBIIUM OCTAHOBKY CepALa (Kracc I); TeM, y KOro Coxpans-
I0TCA CUHKONIAIBHBIE COCTOSAHNA H/HIH KETyA0YKOBAA TAXH-
Kapausa Ha (poHe npueMa 6eTa-610KkaTopos (krace IIa); mid
npodunakriky BCCy manueHToB 13 IPyIIibl BEICOKOIO PUC-
Ka BC, HanpuMep, ¢ AMarHOCTUPOBAHHBIM BTOPBIM 1 TPETh-
UM MOJEKY/IAPHO-TEHETUIECKUM BAPHAHTOM CHAPOMA WU
¢ QTc mpespimatomum 500 mc (kmace 1Ib) [1, 24].

[To sanHbEIM EBPONIENCKOTO PETUCTPA, TONBKO Y 28% O0/Ib-
HbIX ¢ UK]] uMeno Mecto X0Ts 6bl OffHO CpabatbiBaHue [51].
Ha ocHoBanuy aHAIM3a JAHHBIX PETUCTPA OBIIA BHIABICHDI
HE3aBUCUMBIE IPEAUKTOPBI MOTUBUPOBAHHBIX CPAOATHIBA-
HU: BO3PACT MMILIAHTALWH, BHIPAKEHHOE YUIMHEHUE MH-
tepsana QTc, BOK B anHaMHE3€e U PEHUANBEI CHHKOIIE HA AH-
THAPUTMUAYECKON TEPANUU. DTU (PAKTOPHI JIETTTH B OCHOBY
IIKAJIbl PUCKA MOTUBUPOBAHHEIX CPAOATBIBAHUIL, MOU(DU-

MprmeyaHye: * — MoandMLMPOBaHHbIE NapameTpbl; ** — BHe3anHas OCTaHOBKa Kpo-
BOOOPALLEHNS.

[IPOBAHHON HAMH JUIA JIETCKOTO BO3pacTa (Tabm. 2). [1po-
THO3UPYEMbI PUCK, PACCIUTAHHBIN 110 JAHHOH LIKAJIE, UMEET
TPH IPAJALIN: KPAVHE HU3KNAY — CYMMApPHBII 62t <1; yme-
PEHHBII — CYMMAPHBIY 62T 21 1 <3 U BBICOKHI — CYMMAap-
HBIM 6T 23. BEPOATHOCTh MOTHBUPOBAHHBIX CPAOATHIBA-
HU ObUIa B 14 pa3 BbIME Y OOJIBHBIX ¢ CYMMAPHBIM PUCKOM
>1 B CPABHEHUH C OOJIBHBIMH C CYMMAPHBIMH PUCKOM <1 [3].

Mzydenne MonekynapHbx 0CHOB CYHUQT OTKpPBLIO BO3-
MOHOCTH JUIA IPUMEHEHNA IeH-CIIEIU(DUIECKOH TEPATUH.
Bo Bcex CIyuasx CUHAPOMA OTMEYAETC YBEIMYEHUE 11PO-
JOJDKUTENbHOCTH OTEHIINAA IEUCTBUSA, OJHAKO KJIETOUHBIN
MEXAHU3M, JIEKAIUI B OCHOBE 3TOI'0, Pa3/IUUYeH. DTO OTPA-
JKAETCA HE TOJMBKO HA PA3MMYMAX B KIMHUYECKON KAPTUHE
32007I€BAHNA, HO U BIUAET HA 3(P(PEKTUBHOCTb TEPATUY. B
1995 1. P. Schwartz ¢ coaBr. yoeuTeIbHO IPOJIEMOHCTPUPO-
BaM 3(P(DEKTUBHOCTD NpeEnapara [ Knacca — MEKCUIETHHA Y
nanuenTos ¢ LQT3 [23]. Ipyrum npenapatom IC kmacca, Ko-
TOPBII ObUI IPUMEHEH B ledeHnn LQT3, asmaerca ¢rexan-
Huy, B rpynme 60/1pHBIX ¢ MyTanuert SCN5A-D1790G orme-
yasioch noseimenne YCC, ymeHblIeHne IPOOILKUTEIBHOC-
7 unTepBata QT u mopasnenue ansrepHaiyu 3yona T Ha
(bone Tepammu prekanHuioM [12; 23].

Hosbie nanpasnenus B iedennu CYUQT, 0CHOBaHHbIE HA
3HAHUY MOJIEKY/IAPHBIX OCHOB IIATOI'€HE3d, B HACTOALIEE BPE-
M MHTEHCUBHO Pa3padarbiBaorca [32]. OnHako moxa oera-
4IPEHOOJIOKATOPEl NO-IPEKHEMY OCTAIOTCA MPENAPATOM
TIEPBOTO BBIOOPA.

Bce 60mbHbIE € inarHo3oM CYUQT BHE 3aBUCKMOCTH OT
00bEMA IIPOBOIMMON TEPANTUU JTOJKHBI HAXOAUTHCA TIOJ
HETPEPBIBHBIM MOHUTOPHBIM HAOIOAEHHUEM C OLICHKOI /I~
HAMWKH BCEX NHIMBH/IyAIbHBIX MAPKEPOB prcKa BC He pexe
1 paza B rop. [10BBIIEHNE KOHIEHTPALNAY (PAKTOPOB U Map-
KEPOB PUCKA, YTO, HATPUMED, TUINYHO [ TIOIPOCTKOB M-
ckoro nona ¢ LQT1, cyKuT OCHOBAHUEM I YCUIEHUSA Te-
panyu. MOHUTOPHHT NO3BOJIAET 3HAUUTENLHO CHU3UTD PUCK
BC nae y G0JbHBIX C TAKEIBIM TEUCHUEM CHHIPOMA.

3axiaroueHue

Takum o6pazom, CYUQT sgBnseTcss OFHON U3 BEAYIUX
IIPUYMH BHE3AITHON APUTMUYECKON CMEPTH AETEH CO CTPYK-
TYPHO HOPMAJTBHBIM ceppiieM. MCTUHHAS PACTIPOCTPAHEH-
HOCTb CHH/IPOMA BBICOKA, OJTHAKO OHA BCE €IE HE BKII0YACT
HeMble (DOPMBI 320071EBAHNSL, PACTIPOCTPAHEHHOCTh KOTOPBIX
TIOK4 HE M3BECTHA. DTO JUKTYET HEOOXOUMOCTD TIPOBE]IE-
HUsI CKDMHUHTOBBIX MOJIEKY/IIPHO-TEHETHIECKUX UCCIIEO-
BAHUI HA TOMYJIAIIMOHHOM YPOBHE. JJIsi CBOEBPEMEHHOI
PAHHE! JMATHOCTHKA CHHIPOMA AKTYaIbHO TIPOBEJICHKE
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OKT-CKpUHUHTa HOBOPOXK/IEHHBIX, 0OCIE0BAHUE JINLT, UME-
IONMX CHHKONAIBHBIE COCTOSHUA B AaHAMHE3E, 4 TAKKE POJI-
CTBEHHHUKOB YMEPIIMX BHE3AITHO B MOJIOZIOM Bo3pacte. He-
00XOJIMMO TAKXKE OOCTIEI0BAHUE POJICTBEHHUKOB OOBHBIX C
YK€ YCTaHOBJAEHHBIM JiarHo3oM CYUQT. I1pu BbiABICHUH
326071€BAHNA HEOOXOAUMO KAK MOKHO PAHBIIE IIPH MOMO-
IIM HEMHBA3VMBHBIX KPUTEPUEB OLCHUTD TIPEANONATAEMBIN
MOJIEKY/IPHO-TCHETUYECKUH BAPUAHT CUHAPOMA U HA3HA-
YUTD ACKBATHYIO TEPAHIO. C(HOPMYITUPOBAHBI HE3ABIICUMBIE
KPUTEPUH CTPATU(PUKAIINY PUCKA paszButusA BC g B3poc-
JIBIX U JIETEN, Ha OCHOBAHUU KOTOPBIX OCYIIECTBIIAETCA pe-
TYIIPHOE MOHUTOPUPOBAHUE TAIUEHTOB. CBOEBPEMEHHOE
BbIABICHUE ManueHToB ¢ CYUQT mo3BOAeT 3HAYNTENBHO
CHU3UTDb YUCIO C1ydaeB BCC, B TOM 4uCTIE Y JIETEN U JIUIY
MOJIOZIOTO BO3PACTA.
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