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AMMUJIEMHUOJIOTHA, OCOBEHHOCTU KJIMHUYECKOI'O TEYEHUA
U OBIIUE IPUHITUIIBI METUKAMEHTO3HOM TEPAIINI
TAXUAPUTMUMH Y TETEH PAHHETO BO3PACTA

YACTD 2. KIMHUYECKAA XAPAKTEPUCTUKA 1 IIPUHITAIIBI
JIEYEHU A TEPBUYHBIX 3JIEKTPUYECKUX 3ABOJIEBAHUIA
CEP/IIA Y JETEH PAHHETO BO3PACTA
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MockBa

B MoCJIeAHUE TOAbI BCE Yallle TOSIBISIOTCS
OIMCaHUs XKU3HEYTPOKAIOIINX KETYyT0UKO-
BBIX HAPYIICHUI pUTMA Y IeTell paHHETO BO3pacTa C
MEPBUYHBIMU 3JIECKTPUYCCKUMU 3a00JeBaHUSIMU
cepaua (kKaHajoratusMu). K HMM OTHOCSATCS Ha-
cliencTBeHHbIe 3aboyieBaHus, Takue kKak CYUQT,
CUHAPOM YKOpPOUeHHOTo uHTepBajia Q— T, CUHIpOM
Bpyraga, karexojaMuHepruyeckas KeayIouKoBas
TaxyuKapausi, uauoratudeckas: (pUOpUILISIIUS Ke-
JYIOYKOB, 00YCIIOBIEHHBIC N3MEHEHUSMU CBOMCTB
MOTEHIIMAI3aBUCUMBIX MOHHBIX KaHayos |3, 6, 10].
Psin vccnenoBaresieli K 3Tol TpyIine OTHOCSIT TaKXKe
Oosie3Hb JIeHerpa, HacleACTBEHHbIN cMHAPOM Boib-
(pa—ITapkrHCcOHa—YaliTa U HacJAeACTBEHHYIO (hOpMY
pubpwsaum npeacepauii (cM. Taoim. 2 Ha c. 10).

V neteit mepBBIX TPeX JIET XKM3HU HanuboJsiee yac-
TO BBISIBJISIIOTCS TaKME MOJIEKYJSIPHO-TeHEeTUYeC-
KKe BapUaHTbl CUHIpOMA YIJMHEHHOTO MHTEepBaJa
0—T, xak LQTI1, LQT2 u LQT3. Peaxoii Tsexenoi
dopmoii sgBinsgercsa cuHapoM Tumotu. OnucaHb
eIMHUYHBIE clydyau MaHU(eCTallMd B paHHEM BO3-
pacte cuHapoma bpyraga n upnonatuyeckoit puod-
PUJUTSLIAM KeJTya04uKoB |3, 6]. KnuHuyeckass MaHu-
(becranys 60IBIIMHCTBA IPYTUX BBILLIEYTTOMSHYTBIX
CUHAPOMOB TIPUXOJUTCS Ha GoJiee CTapliyio Bo3pa-
CTHYIO TPYIIITY.

Hacaeocmeennwtit cunopom (cunopomot) yoaunen-
Hozo unmepeaaa Q—T BcTpeyaeTcsi y HOBOPOXKICH-
HbIX ¢ yactoroi 1:2000 [10, 11] 1 xapakTepusyeTcs
ylIMHeHueM uHTepBaia (OQ—7 Ha cTaHIapTHOM
OKT, keaymoukoBOW TaXMKapauel TUIA «[TUPYSIT»
W CUHKOIIAJIbHBIMU COCTOSIHUSIMU. B Hacrosiee
BpeMsl BbIAeJCHBI 13 MOJEKYISIPHO-TEHETUUYECKUX

BapuMaHTOB cuHIpoMma (cM. Tabu. 2 Ha c. 10), koTo-
pble Hapsiiy ¢ OOLIMMU XapaKTepUCTUKaMU B BUJIE
3HAUYUTENIPHOTO YIJIWHeHUs uHTepBama Q—71 Ha
OKI, mpucTynoB MoTepy Co3HaHUS Ha (POHE SKU3HE-
YTPOXAIOIIMX apUTMUI U CllydyaeB BHE3AITHOM cMep-
TH B CEMbSIX MMEIOT KIMHUKO-3JIEKTPOKapArOrpa-
¢uryeckre 0coOEHHOCTH, OOYCIOBJICHHBIC CIELM-
(uKoit MI3MEeHEeHN T MOHHBIX TOKOB B 3aBUCUMOCTH
OT HaJW4us TOTO0 WIM MHOTO T€HETHMYEeCKOIro Je-
(dexra. BeisgBuTh 3a001€BaHe B OTCYTCTBHE KIIMHM -
YEeCKMX MPOSIBJICHUI U CEMEMHOr0 aHaMHe3a MOXKHO
TOJIbKO Ha OCHOBaHUU 3JIEKTpoKapauorpahuiecko-
TO MCCIIeIOBaHMs. B 3TO# CBSI3M CTAHOBSITCS OCO-
OeHHO akTyaJbHbIMM Bomipochl DKI'-ckpuHuHTra
HOBOPOXIEHHBIX U ACTE paHHETO BO3pacTa.

HeszaBucumbimu paktopamu pucka BCCy neteii ¢
CYUQT ssismiorcst: BeipaxkeHHoe (6osee 480 mc) yu-
JuHeHue uHrepBaia Q—7Tc, CMHKOIIE WIM JOKYMEH-
TUPOBAHHBIE BIU30/bI XKEIYIOUKOBOI TaxuKapauu
(puc. 1), mpu3HAKK 3MEKTPUIECKON HECTAOMIBHOCTA
MMoKap/a (ajasrepHaius T-3y0lLia, BeIpaskeHHast Opa-
JIUKAPINs), TPETUI MOJIEKYJISIPHO-TeHETUIECKHIA Ba-
puaHT cuHapoma [6].

Cundpom ncepseana—Jlanee— Hunvcena siBnsiet-
Csl OMHOM M3 CaMBIX TSDKEIBIX KIMHUUECKUX (hopMm
CYUQT. boibmIMHCTBO ONMMCAHHBIX ClIydaeB 00yc-
JioBneHo MyTtatusimu B rene KCNQ1. Hacinenosanue
OCYIIIECTBJISIETCS TI0 ayTOCOMHO-PELIECCUBHOMY TH-
my. DeHOTUTTMYECKH CUHAPOM TIPOSIBISICTCS] BPOK-
JICHHOWM TJIyXOTOM, YTO MO3BOJISET YCTAHOBUTDH AvA-
THO3 YK€ B paHHEM JIeTCKOM Bo3pacte. OH XapakTe-
py3yeTcs 3HAYMMBIM YIITMHEHNeM UHTepBana Q—7¢
Ha anekTpokapanorpamme (DKI) 6onee 500 mc u

* Anpec aist riepenucku: e-mail: arcentr@pedklin.ru
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493 cqra) 298

475 311 : pa6 253 39 494 455

V. 25menie? A 1

Puc. 1. dparMeHT XOATepOBCKOTO MOHUTOPUPOBAHUS Y AEBIATUMECSIYHON AEBOYKU C CUHAPOMOM YIJTMHEHHOTO WH-
tepBana Q—T. Peskoe ynnuHenune Q— 7T, ansrepHanus 3youa 7. KopoTkuii, caMOnpoM3BOJbHO KYITUPYIOLIUIACS TTapo-

KCHU3M pUOPUIIISIINY KEITYTOUYKOB

BoicoKM puckoMm BCC. Ilo pe3yssratam HauboJee
MOJIHOTO OMMCaHUsI, BKIIOYAIOIIETO B TOM YKCIe 1
poccuiickre JaHHbIe, TPUMEPHO Y 15% GOIBHBIX
KapJUOTeHHbIe CUHKOTIE pa3BUBAIOTCS YXKe B Teue-
HMe TIEPBOTO Tona XXu3Hu, y 50% — B TeueHue Tiep-
BBIX TpeX JieT XKu3Hu [12]. CuHKomne 4pe3BblYaiiHO
pEenKo cirydaloTcs B ToKoe. [1porHo3 y GONBHBIX C
STMM BapyMaHTOM CHMHIpoOMa KpaiiHe HeOsarompu-
SITHBIN, OeTa-aaIpeHO00JI0KATOPhLI HEAOCTATOYHO (-
(beKTUBHBI B MNPOMUIAKTUKE XU3HEYIPOXKAIOIINX
apuUTMUIi, BCJEACTBUE YEero MpakKTUYEeCKU BO BCEX
ciaydassx Tpebyercs Oe3oTiaraTelbHasT WMIUTaHTA-
s KapauoBepTepa-aedudpunisgtopa (MKII).
Cundpom Tumomu (LQTS) siBasieTcsa penkuM Ha-
CJIEICTBEHHBIM 3a0o0JieBaHMEM, pPACIPOCTPaHEH-
HOCTb KOTOPOTO B TIOMYJSILIMA HE YCTaHOBJICHA.
B 1989 1. noktop K. W. Timothy 13 yHuBepcurera
mtata KOta BriepBble gaja onvcaHue JTaHHOTO CUH-
JpoMa y pebeHKa B Bo3pacTe 2,5 roga ¢ CMHIAKTH-
JIMeil B COYeTaHUM C YIJIMHEHHBIM WMHTEPBAJIOM
O—T. Cungpom TuMOTH IMArHOCTUPYETCS Ha OC-
HOBAaHWUU COYETAHMS TIOPAKEHMS CEepACUYHO-COCY-
JIVCTOM CUCTEMBI (3KCTPEMAIBHOTO YIJTMHEHHS NH-
tepBaia O—7T ¢ BBICOKOAMIUIMTYIHBIM 3yOmoM U,
aTpUOBEHTPUKYJISIpHON Onokanwl Il cTremeHu u B
psie ciayyaeB MOPOKOB cepjlla) C CUHIAKTUIIMEH,
TPaH3UTOPHBIMU METAa0OJMYECKUMU HapYIICHUS -
MM, aHOMAJUSIMU YMCTBEHHOTO W TICUXWYECKOTO
pa3BUTHSI, UMMYHOIECMUIIMTHBIMUA COCTOSHUSIMU.
151 oTOrO CUHApPOMA, KOTOPbIii 0003HAUYaeTcsl Kak
8-11 mosiekynsipHO-reHeTnyeckrii BapuaHnt CYUQT,
XapaKTepHO 0COOEHHO 37J0KaYeCTBEHHOE TEUCHUE C
KpalfHe BBICOKMM PHCKOM BHE3aITHOM CMepTH B
panHeM Bo3pacte [1, 3]. C 1989 r. nmo HacTosilee
BpeMsI B MUPOBOI MEIUIIMHCKOW JIMTEpaType OIM-
caHbl 22 mauMeHTa ¢ MaHuecTamyeit 3a001eBaHUs
B paHHEM BO3pacTe, NeCsSITh U3 KOTOPBIX YMEpPJU B
pe3yJbTaTe pa3BUTHS KU3HEYTPOXKAIOIIUX Kely-

JIOYKOBBIX apUTMUI1 B Bo3pacTte 10 2,5 rojga. Xapak-
TEPHOI 0COOEHHOCTBIO CUHIpOMA SIBJSIETCS] YCTOM -
YUBOE COYETAHME PEAKUX KIMHUYECKUX (peHoMe-
HOB — yaJauHeHus uHtepBana Q— T ¢ AB-610Kkanoii
II crenenu u cungakTwimu (puc. 2). Bee atu cumii-
TOMBI 0OHapykuBatoTcsT y 100% GOMBHBIX C JTaHHBIM
cuHApoMOM. [TpMInMHOM cMepTH cyKaT XKeJTyaod-
KOBbIC TaxMKapAuW, HEPEIKO pa3BUBAIOIIMECS Ha
¢oHe uH(EeKUU U TUTIOTJIMKEMUU, a CPETHUI BO3-
pacT, 10 KOTOPOTO MOXWBAIOT OOJBHBIC TIPU 3TOM
MaToJIOTMU, — OKOJIO 2,5 roja.

Jleuenue 6oavnvix c CYWNQT ocraercs TpyaHou 1
JI0 KOHIIa HE pelIeHHOM Mpo0JieMoii, XoTs pa3pabdo-
TaHHBIM B HacTosilee BpeMsi KOMOMHUPOBAHHBIM
MMOAX0[, 1T03BoJIsteT yMeHbIINTh prick BCC 10 2% 1o
cpaBHEHUIO ¢ 78% y JWII, He TIOJTy4YalOlINUX aaeKBaT-
HyI0 Tepanuio [6]. OCHOBHBIMU METOJAMH JIEUEHUS
SIBJISIIOTCSI aHTUAPUTMUYECKasl Tepamus, MpeuMmy-
IIECTBEHHO OeTa-aapeHo0I0KaTopaMu 1 TIperapa-
tamu 1C xnacca, umruiantaiuss MK/ u neBocTo-
pOHHSIST cuMnaTaKTomus [ 1, 8].

bera-anpeHo6i10KaTOPHI SBIISIOTCS MIperapaTom
MepBOTo BbIOOPA, OMHAKO UX 3(PHEKTUBHOCTD Baph-
HUPYET B 3aBUCUMOCTH OT MOJIEKYJISIPHO-TeHEeTHYEC-
KOro BapMaHTa U cocTaBiisteT 81% y MalueHTOB ¢
TIepBBIM BapMaHTOM CUHIpoMa, 59% — co BTOPBIM
u 50% — ¢ TpetbuM |6, 9]. Takum oGpa3om, [Is ma-
mueHToB ¢ LQTI1, y KOTOpBIX XeJIyIo4yKoBas TTOJIH-
MopdHas TaXUKapaus TPOBOIIMPYETCS CUMITaTHYE -
CKOH cTUMYJISILMei, OeTa-aapeHo0I0KaTOPbl MOXK-
HO CYUTATh TeH-cIennduaeckoit tepanueir. Cpenn
oera-agpeHooba0okaTopoB B Tepanuu CYUQT Ham-
0oJiee IMPOKO MPUMEHSIFOTCS HaI0J10J1, TPOIpaHoO-
Jo1 1 atreHojon. Cpeay Apyrux MperapaToB, BIUs-
HUE KOTOPBIX Ha MPOJOKUTEIHHOCTh MHTEpBasia
O—T n cnocoOHOCTh MpemoTBpaIlaTh MapOKCU3-
MBI MOJUMOPGHON XKEeJYyIOUKOBOW TaXUKapAUU
OBLTY MCCIeI0BaHbI, — aHTUAPUTMUYECKIE CPeICTBa
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Puc. 2. Cungpom Tumotu:

a — DKI tpexsieTHeil 1eBouku ¢ cuHapomMoM Tumoru. BeipaxenHast purunHas opamukapaus: YCC 60 yun/mun; AB-610kana 11 cr., 2:1;
Q—T=700 mc, Q—Tc = 687 mc; 6 — cunpakTuaust IV u V nmaiablieB KUCTEH, KOHTPAKTYphI U JIoKTeBas aeBuanus 111 manbiieB kucrei
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IB u IC xnaccoB. B 1995 1. P. Schwartz u coaBr. y0e-
JIUTETHBHO TIPOIEMOHCTPUPOBATN 3(P(HEKTUBHOCTD
nperapaTta I kmacca — MEKCUJIeTHHA Y TTAaIIMEHTOB C
LQT3 [9]. B 10 e Bpems ObLIO MOKa3aHO, 4TO,
CHIXas TpaHCMYpaJbHYIO IHMCIIEPCUIO TIpoliecca
pernoysipu3alii, MEKCUJIETUH B PAaBHOM CTENEHU
crocobctByeT npodunakruke peuuanBoB [12KT u
npu LQTI u LQT2. Benhorin u coast. B 2000 L.
MPOJEMOHCTPUPOBAIN CIIOCOOHOCTh (hiIeKauHUIa
YMEHBIIATh TPOAOIKUTEIBHOCTh MHTepBana O—171'y
nanueHToB ¢ MyTtauueit B reHe SCNSA-D1790G.
Tak Kak OBICTpBIC KaJueBble KaHaTbl, Ie(EKTH B
KOTOpBIX NpUBOAAT K pazButuio LQT2, yyBcTBU-
TeTbHBI K YPOBHIO MEXKJIETOYHOTO Kajusi, ObLIO
TIPEIJIOKEHO B KadyeCcTBe TeH-CIeM(PUIECKON Te-
panuu il MalMeHTOB C JaHHBIM BapUaHTOM [T -
TeJbHOE IIPUMEHEHME TIpenapaToB Kaums [1, 9].

B 2004 r. 66u11 01nTyOJIMKOBAaHBI PE3YJIbTaThl CUM-
natakromuu y 147 manuenros [8]. 3a 8 neT HabI0-
neHus Ha 91% yMeHBIIMIIOCh KOJMYECTBO CUHKO-
MaJTbHBIX COCTOSTHUM, TTPOIOJIKUTEIBHOCTh MHTEP-
Bajia Q—7T cTama MeHblle B cpegHeM Ha 39 wmc;
JIETAILHOCTD B IPYIINE BHICOKOTO pUCKa CHU3UIACh
1o 3%.

Cpeau mauueHTOB ¢ paHHeW MaHudecTaluei
CHMIITOMOB, K KOTOPBIM OTHOCSITCSI IETH B BO3pac-
T€ IO TOIa C TOMO3UTOTHBIMU MYyTallMSIMU B T€HaX
KCNQI1 u KCNEI1 (cunapom JIxeppemna—JlaH-
re—Hwibcena), KCNH2 u SCNS5A (sKkcTpemaiib-
Hoe yBeJudyeHue uHrepBaia Q—7, COMpPOBOXIAI0-
meecss yHKUMOHaILHOI Onokamoit AB-tipoBene-
HUSI) M C TeTepPO3UIOTHOM MyTallueli B TI€He
CACNAIC (cunapom TumoTn), yaiiie BCTpeyatoTcst
caydan pedpakTepHOCTH K aHTHAAPEHEPTUIeCKOM
tepanuu. Ha ocHoBaHuM maHHBIX MexXnyHapoIHO-
ro peructpa o CYUQT C. Spazzolini u coaBT.
(2009 r.) ompenenuau (akTopbl pUCKa Pa3BUTHS
SKM3HEYTPOKAIOIINX COCTOSTHUM IJTsI IIeTeil paHHETO
Bo3pacta. K HUM OTHOCSTCSI TIPOIOJIKUTEIBHOCTD
O—1Tc 6oiee 500 Mc, yacToTa CEpAEUYHBIX COKpallle-
Huii MmeHee 100 ya/MuH 1 keHckuii 11oa. CUHKoIIe
HEe BKJIIOUEHBI B 3TY TPYIIITY, YTO OOYCIOBIEHO BO3-
pacToOM IallMeHTOB W TPYIHOCTBIO MHTEPITPETAIIAN
y HUX HapylIeHu co3HaHus. B muteparype omnuca-
HBI eIMHUYHbBIC CITydad MPUMEHEHUST XUPYPTIHdec-
KHUX METOIOB JICYCHUS y JAeTeil paHHEro BO3pacTa,
YTO HE IMO3BOJISIET JOCTOBEPHO CYIUTh 00 UX 3(-
(exkTMBHOCTH. Y JeTeil paHHETO Bo3pacTa C Hemo-
CTaTOYHOI 3(P(PeKTUBHOCTHIO OeTa-aapeHOOI0KA-
TOPOB B KaUeCTBE XMPYPruIecKOro MeTOIa JICUSHUSI
cinenyeT paccMmaTpuBaTh uminiaHtanuio MK/, He-
CMOTDSI Ha TO 4TO NPOLEeLypa CONPsSIKEHA CO 3HA4YM-
TeTbHBIMU TEXHUUECKUM TPYIHOCTSIMMU.

Cundpom euesantoii cmepmu maaderues (CBCM)
oTBeTcTBeHeH 3a MK BCC, KOTOPBI MPUXOIUTCS
Ha BO3PAcCT OT poXxaeHus 10 6 mec xku3Hu. o Ha-
CTOSIIIETO BpeMEHU BKJIal HapyILIeHUI puTMa cep/-
na B CBCM sBisieTcst mpeaMeToM aKTUBHOIO U3Y-
yeHusd [2, 5]. MccienoBaHus MOCJIETHETO NECITH-
JIETUST MPOJEMOHCTPUPOBAIN YOEAUTENbHYIO CBSI3b
nanHoro cunapoma ¢ CYMUQT (LQT3) u Bo3aMoxk-
HYIO CB3b C CMHApPOMOM bpyrazna, To ecTb ¢ CUH/-
poMaMmu, MPU KOTOPBIX MYTAallUM JTOKAJIU3YIOTCS B
reHe SCNSA, OoTBETCTBEHHOM 3a (PYHKIIUIO HATPU-
eBoro KaHaia [3, 5]. HaubOoiiee yacTto BCcTpe4aroTcst
myTanuu B reHe SCNSA, HO Takxke MOTYT BCTpe-
yarbcs BreHax KCNQI u KCNH2. CunapoM ymim-
HeHHoro uHTepBajia Q—7 obHapyxeH Yy 9% XepTB
CUHIpOMa BHE3aIMHOM CMEPTH IeTeil rpyIHOTO BO3-
pacta [4, 13]. B ocHOBe rumnoTe3bl O HAJIUUYUU Y
JKEPTB CHMHIpPOMAa BHE3aIlHO CMepTU MJIaJicHIIEB
yIuTMHeHUsT nHTepBajia Q— T JexXar maHHbBIe O BO3-
MOXXHOCTU BO3HUKHOBEHUSI MyTallUM de novo, OT-
BeTcTBeHHOU 3a pa3Bute CYMQT y HOBOpOXKIEH-
HOTO B CiIy4ae, e€CJIM €ro pomuTeln 3mMopoBHI [11].
BoisiBiieHo Takke, uto 50% neteii, B majibHeiIeM
noru6munx or CBCM, mMmenu Ha TepBOi Henelie
Xu3HU 0oJjiee BbICOKME 3HaueHuUs uHTepBajga Q—T
(6osee 440 Mc), IpU BTOM Y POIMUTEIIC HOBOPOK-
JIEHHBIX JaHHBII TTOKa3aTellb ObLI B HOpMe. TakKuMm
00pa3oM, CMIOHTAHHbIE MyTallUu de novo, orpenc-
JISIo1IMe pa3BUTHe XusHeyrpoxaromux KT Beien-
CTBUE HapylIeHUs (DyHKLIMY MOHHBIX KaHAJIOB Kap-
JNMOMHUOLIMTOB, MOTYT B psifie CAy4aeB MOCIYXKUThb
MPUYMHON BHE3AITHOM CMePTH MJIaeH1IeB [7].

3akaoueHue

TaxuapuTMum SIBJISIIOTCSI CAMBIM pacIipocTpa-
HEHHBIM BUAOM HapyIlIeHU pUTMa cepala y AeTei
paHHero Bo3pacTa. Ilomamisiolnee OOJBIIMHCTBO
TeTEPOTOITHBIX TAXUAPUTMUI IIPEACTaBIICHBI CYIIpa-
BEHTPUKYJISIPHBIMU TaxukKapAausMu. B To ke Bpemst
BHUMAaHME K KeJTyT0YKOBBIM TaXUKapAUSIM Y HOBO-
POXIEHHBIX U IEeTeil paHHEro Bo3pacTa B ITOCJIEI-
HUE ToJbl HEYKJIOHHO BO3pacTaeT B CBSI3U C JOKa-
3aHHOI KIMHUYECKON 3HAYMMOCTBIO II€PBUYHBIX
3IEKTpUYECKUX 3a00JIeBaHUH cep/lia B 3TOI Bo3pa-
CTHOM TpyIIIe, B TOM 4YMCJIe UX POJIA B Pa3BUTUU
CUHIpOoMa BHe3aIHoi cMepTu MiaaeH1eB. 1o cpas-
HEHMIO C JEeTbMU CTaplle TpeX JIET, TaXUapUTMUU Y
JeTell paHHEro Bo3pacTa 3HAYMTEIbHO Yallle COIpsI-
JK€HBI C OPraHUYEeCKMMU U3MEHEHUSIMM CEPIeUYHO-
cocymnucToil cucrteMsbl. [IpeacraBaeHHOCTb TreTepo-
TOTIHBIX TaXUapuTMHUil B rpynnax aereit ¢ BIIC, B
TOM 4YHUCJIE CPEIU OIePUPOBAHHBIX OOJIbHBIX, 3Ha-
YUTEJILHO BHIIIIE, YeM CPeIU AeTel 0€3 COMYTCTBYIO-
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el KapauanabHOI maTonoruu. KimmHuueckue mpo-
SIBJIEHUSI MMApOKCU3MAaJbHbIX (POPM TaXMapUTMUM Y
JIeTeid paHHEro Bo3pacTa Hecneuu@UuUHbl, TPU
9TOM OHU HEPEIKO BBISIBJSIOTCS yXKe Ha (hoHe pas-
BUTHSI HEJOCTATOUHOCTU KPOBOOOpAILIEHNSI.
AHanu3 apuTMMIA y JIeTeil Mo MPUHIUIY KOH-
(buKTHOCTM TIPOBOASILEN CUCTEMBI cepalla U 00-
JIACTU OIEePalMOHHOIO BO3JE€UCTBUS TTO3BOJSIET
MPOTrHO3MPOBaTh BapUaHT HAPYIICHUSI pUTMa U Be-
POSITHOCTH €T0 pa3BUTHs Itociie Koppekuuu BIIC.
K 1ocTuXeHUsM COBPEMEHHOW KapAUOXUPYPTUU
OTHOCSIT YMEHbILIEHWEe YMCIIa TocaeorepaliuOHHbIX
0JI0KaJ, B CBSI3U C UYEM B CTPYKTYpe Mocjeonepanu-
OHHBIX apUTMUI HAUOOJIbIIYIO aKTYaJbHOCTh MPU-
00peTaloT TreTEPOTOMHbIE TAXUAPUTMUMU.
CuHKONMaJIbHbIE COCTOSIHUSI B 3TOM BO3pacTe
MOTYT CJIYXXUTb TMEPBbIM CUMMITOMOM IE€PBUYHOIO
3JIEKTPUYECKOro 3abosieBaHus cepilia (CUMHIPOM
yIJMuHeHHOro uHTepBayia Q—T, cuHapom Tumotn),
HabJII01aThCs Y IETe U3 rPYINbl pUcKa Mo CUHIPO-
MY BHE3aIlTHOW CMepTU MJaleHIieB (OYeBUAHbBIC
JKM3HEYTPOXKAIOIIME COCTOSIHUS) U TPEOYIOT TTOBbI-
IIEHHOTO0 BHUMAaHUS KJIWHULIMCTOB. MHTEpBEHIU-
OHHOE JIeueHUe y JeTeil paHHero Bo3pacTa, B TOM
YUCce WMIUIAHTAllMs aAHTUAPUTMUYECKUX YCT-
PONCTB, TIpeACTaBIsIeT ONpeaAeIeHHbIe TPYAHOCTHU 1
BBITIOJIHSIETCSI CTPOTO MO XKM3HEHHBIM MOKa3aHUSIM.
AKIIEHT B JICUEHUU U NTPOPUIAKTUKE PELIUINBOB
y JIeTeil paHHETro Bo3pacTa JieJaloT Ha aHTUApUTMU -
yeckyto Tepanuio. IIpu BbIsIBIeHUU TaKuX (hakTo-
POB prcKa pa3BUTUS U MOAACPXKAHUS TaXUAPUTMUMA
B paHHEM BO3pacTe, Kak aHTe- W IepuHaTaibHasi
TUITOKCUS U HapyllleHWe HelipoBereTaTUBHOIO KOH-
TPOJISl CepeYHOro pUTMa, OOOCHOBAHO ITPOBE/IE-
HUE KypCOB HEMpOMeTabOoJIMYEeCKOU Tepamnuu, 4To
MO3BOJIIET YAY4IIUTh NporHo3. Bce netn paHHero
BO3pacTa C JMAarHOCTUPOBAHHBIMU KIMHUYECKU
3HAUMMBIMU TaXUAPUTMUSIMU TPEOYIOT JJIUTEIbHO-
ro nuHaMuuyeckoro HabmoaeHus. [1pu manudecra-
uuu CBT B Bo3pacTe cTapiiie OJHOIO rofa BEposiT-
HOCTB ee pelMIuBoB nocturaet 94%. boiabHbIE C yC-
TaHOBJIEHHBIMU HACJIEACTBEHHbIMU CUHIPOMaMH,
aCCOLIMUPYIOLIMMUCS C BBICOKMM PUCKOM BHe3all-
HOM CepaeYHON CMEPTU, HYKIAIOTCS B TTOXKU3HEH -
HOW Tepanny aJeKBaTHBIMU J03aMU OeTa-010KaTo-

poB. OHM C BBICOKOII BEPOSITHOCTBIO SIBJISIOTCS
KaHaugatamMu Ha uMiiaHtauuio MKJL B cTapiiem
BO3pacTe.
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