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BBepeHue

[eHeTr4eckme akTopbl UrPatoT BaXKHYO POSb B NaTo-
reHe3e 3Ha4YUTeNbHOro KonmyecTa bonesHer. Mo AaHHbIM
MpoekTa pacLUMPPOBKM reHOMa YeoBeKa B OpraHmnsme cy-
wectsyeT okonio 350000 reHoB, M3MEHEHNS Kaxaoro 13
KOTOpbIX MOTYT OblTb MPUYMHOM MNATONOrM4ECKOro Co-
CTOsHVSA. B nocnegHme rofbl Mporpecc B MoMeKynsipHou
OVONOrMM 1N reHHOW MHXEHePUU MO3BONU KIMHULM-
CTaM Ha HOBOM YPOBHE MOAOWTM K M3YHEeHMIO MONEKYIAPHBIX
MexaHV3MOB Pa3BUTUS CepLevHO-COCyAMCTbIX 3aborneBa-
HWK, B TOM YMCIe HapyLleHn prtMa cepaua [1].

B HacTodALLEe BpeMa MOEHTUDULMPOBAHbI FreHbl, (PyHK-
LM KOTOPbIX MMEET HenocpencTBEHHOE OTHOLIEeHWe K
npoLeccam, NPoUCXodaLlMM B MUOKapAe Yenoseka [2].

Takm 06pa3oM, reHeTUHeCK AeTePMUHNPOBAHHbIE Ha-
PyLIEHNS pUTMa CepALIa OTBETCTBEHHbI 3a OONbLUYIO YacTb
CNyqaeB BHe3anHow cepaeyHorn cmepti (BCC) y nnu, Kak
B OTCYTCTBME, TaK M MPU HaNMYMK CTPYKTYPHOW NaTonormm
cepaua. 3Tv 3ab0neBaHNs 1 CUHOPOMbI, Kak MPaBumo, Ma-
HUMEeCTMPYIOT B MOJIOAOM BO3pacTe 1 MMEIOT onpege-
JIeHHble PeHOoTUNNYeCcKe 1 reHoTUNmn4eckne Yyeptbl [3].

Llenbto HacTosLlero ob3opa Obino NpeacTaBUTL BO3-
MOXXHOCTN MOJIEKYIAPHO-TEHETNYECKOM ANATHOCTUKM
CMHAPOMA YAJIMHEHHOTO MHTepBana QT Ha OCHOBe aHaM3a
oTeyecTBEHHOW 1 3apybeXkHoM NuTepaTypb.

CseneHusi 0b aBTopax:

YepHoBa AHHa AnekcaHApOBHa — K.M.H., aCCUCTEHT Kagenpsl
BHYTpeHHWx bonesHeri N2 1 KpaclMY

HukynuHa CBetnaHa lOpbeBHa — [.M.H., ripogeccop,
3aBenyloLLas Tov Xe Kagenpon

Iynbbuc AnvHa BnagumMmpoBHa — KIIVHUYECKUV OpANHATOP
TOVI XKe Kagenpsbl

AnekTpodusmnonornyeckme acrnekThbl

NuTepsan QT (puc. 1) oTpaxkaeT NPOAOIKNTENBHOCTb
00LLIeN INEKTPUHECKON aKTMBHOCTY XKeNyA04KOB, BKIOHas
Kak genonapvisaumio, Tak 1 penonapusaunio, a ero yanm-
HeHVe — 3aMefJIEHHYIO M aCUHXPOHHYIO PEMONAPM3aLIMIO
MUOKapZa >enyao4kos. AnutensHocTb nHTepsana QT B
HOPMe N3MEHSIETCS B 3aBUCMOCTI OT HaCTOTbl CEPAEYHbIX
coKpaleHnn [4].

B nocnepHwve rogbl B KIVHNYECKOW KapAMonorim npo-
Gnema yanvHeHns nHTepeana QT nprenekaet k cebe npu-
CTanbHOe BHMMaHWe OTeYeCTBEHHbIX M 3apyDexHbIX UC-
CnefoBatenen Kak akTtop, MPUBOAALLMI K BHE3AMHOW CMep-
TW. YCTaHOBMEHO, YTO KaK BPOXAEHHbIE, Tak 1 Nprobpe-
TeHHble PopMbl YONrHeHUa nHTepsana QT ABnatoTca npe-
LKTOpaMU paTarnbHbIX HapyLLEHWI prTMa, KOTOpble, B CBOIO
oyepeb, MPVBOLST K BHE3aMHOW CMepTU BOMbHbIX.

CuHapoMm yanmHeHHoro uHTepsana QT (Long QT, LQT)
XapakTepmsyeTcsa Hanu4meM yaanHeHHoro nHtepsana QT
(QT koppurpoBaHHbI — QTc>460 MC), CUHKOMaMbHbIX aTak
N Cny4aeB BHE3aMHOW CMepT/ BCNeACTBME Pa3BUTUA MO-
NMMOpPMHOM XKenyao4KoBor Taxmkapaun (torsades de
pointes — TMna «M1pysT») 1 UBPUNNALLAM Xenyao4kos [5].

[R-R]=0,92c

QT=480 mc

QTc=QTma/V[R-Rl() QTc=500 mc

PucyHok 1. iHTepBan QT Ha OKT
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BpoxaeHHbI CUHAPOM YANNMHEHHO0 nHTepBana QT

Ta6m/|u,a 1. MOﬂeKyﬂﬂpHO-FEHeTMHeCKMG BapunaHTbl CMHAPOMOB YyAJIMHEHHOIO NHTEepBasia QT

leHeTMYeCKuUi BapuaHT JloKyc Xpomocombl

leH /6enkoBbIi NpoAYKT W3meHeHMe NOHHOTO ToKa

Cunpapom [hxepenna-JlaHre-HunbceHa

JIN1 11p15.5 KCNQT/a CHUXEHME |y
JIN2 219221 KCNE1/p CHUXEHVE Iy
CuHppom PomaHo-Yoppa
LQT1 11p15.5 KCNQT/a CHUXEHME |y
LQT2 7935-36 KCNH2 /. CHUXEHVE Iy,
LQT3 3p21-p24 SCN5A/a nosbiLexme Iy,
LQT4 4925-927 ANKB /aHKkupuH B CHIXEHME Iy, ¢
CHUXEHWe Iy
LQTS 21922.1 KCNE1/p CHUXEHME |
LQT6 219221 KCNE2/B CHUXEHME |y,
LQT9 3p25 CAV3 /kaBeonvH 3 MOBbILLEHWE Iy,
LQT10 11923.3 SCN4B/p4 nosbiLLexme Iy,
LQT11 7021-22 AKAP9 /Yotiao CHUXEHME |y
LQT12 20911.2 SNTAT /cHTpOMMH MOBbILLEHWE Iy,

lKS — MefIeHHbIN KanveBbIi TOK 3alepXXaHHOro BbINPAMIEHNS, |Kr - 6bICI'pb|I;I KanueBbI TOK 3a/lepXXaHHOro BbINPAMIIEHNS, |Na - HanMeBbIﬁ TOK;

INa, K — HaTpureBo-Kanvesbl TOK

PacnpocTpaHeHHOCTb CMHAPOMA B MOMNYNALMM COCTaB-
naet 1:2500-1:5000 npwn neHetpaHTHOCTM 10 90% [6].

CuHapoM LQT cnyXXnT yHUKanbHOM MOAENLIO ANS 13-
YHEHVISt BCEX MEPBUHYHbBIX IMEKTPUHECKX 3a00neBaHUn cepa-
La, BAVAHMA Pa3fINYHbIX CPef0BbIX (PAKTOPOB Ha reHeTn -
4eCKK 0BYCOBMEHHbIE M3MEHEHWS 3MeKTPOodU3MOoNori-
YeckMX CBOWCTB MMOKapAa, a Takke BAWAHWA nona u
BO3pacTa Ha PUCK BHE3aMHOW CepaeyHOu CMepTU.

[eHeTHn4yeckas OCHOBA U KJIMHNYecKkmne
BapUaHTbI

leHeTn4eckas npupona LQT Bnepsble noeHTUMOULA-
poBaHa Keating M. c coasT. B 1991 . [7]. B HacTosiLLee Bpe-
Msi MyTauMKM, OObACHSIOWME MeXaHWU3M apuUTMOoreHesa
npy cnHpopome LQT, BbISBNSIOTCA B /5% KIUHNYECKN
noATBepPXAeHHbIX Crydaes [6]. TakM 0Opa3oM, reHeTn-
Yeckas reTeporeHHOCTb CUHAPOMA [0 HACTOALLErO BPEMEHN
ele He MOMHOCTbIO M3y4eHa. TPYOHOCTU AMArHOCTUKM
CMHAPOMa ODYCIIOBMEHbI Hecneunbmnyeckomn KmHuYe-
CKOW KapT1HOM 3aboneBaHnsa (CxoaCTBO C anunencuen),
HEBO3MOXHOCTbIO AMArHOCTMPOBATL CUHOPOM B OTCYTCTBME
OaHHbIX KT 1 BbICOKOW 4aCTOTOW CKPbITOV (hOPMbI, Mpu
KOTOPOW AMarHOCTMKa BO3MOXHa TOMBKO MPW MOMOLLIM MO-
NeKynapHO-reHeT4ecKoro aHanmsa.

KnnHundeckn LQT CMHAPOM pa3fensior Ha ayTOCOMHO-
OOMWHAHTHBIM 1 @QyTOCOMHO-PELLECCUBHbIV TUMbI Hac1e-
LOBaHVIA.

AYTOCOMHO-peLeccrBHas opma — CMHOPOM [xep-
Benna-JlaHre-HunbceHa (Jervell-Lange-Nielsen, JLN) — Obina
otkpbiTa B 1957 1. CuHgpom Ixxepsenna-JlaHre-Hunbce-
Ha ABNSAETCS OOHOW M3 CaMbIX TAXENbIX KIMHUYECKNX
opm cuHapoMa LQT. OHa BCTpevaeTcs pedko (C 4acToTom
1:25000), a yanuHeHue nHtepsana QT m puck BCC

BC/1eCTBME PA3BUTUSA XM3HEOMACHbIX apUTMUMI acco-
LMMPYIOTCS He TOMNbKO C yAMHeHWeM uHTepBana QT 1 CUH-
KOMasnbHbIMW COCTOSHUSMM, HO U C BPOXKAEHHOW F1yXO-
HemoTom [8].

BONbLWWHCTBO Cry4aeB 0OYCNOBMNEHO MyTaUMAMK B
reHe KCNQ1 1 KCNE1 (1abn. 1). Mo gaHHbIM Havnbonee nos-
Horo onuncaHus Schwartz P. ¢ coaBT., BKIOYaIOLLErO, B TOM
yKcne 1 poccunckme aaHHble, y 15% BonbHbIX Pa3BUBAIOTCS
KapOMOreHHble CMHKOME yXKe B TeYeHue MepBoro rofa
XK3HK, ¥y 50% — B Te4eHre nepBbIX 3-X JIET XXU3HU U Npak-
Tyeckn y 90% — B Bo3pacte fo 18 net [8].

3Ha4uTenbHO Honee pacnNpocTpaHeHa ayTOCOMHO-0-
MWHaHTHag popma — cmHaopom PomaHo-Yopaa, kotopas
onvcaHa B 1963 1. Romano C. 1 coasT. [9] B 1964 1. Ward
O.[10], » MMeET M30AMPOBAHHbIN «CePAEYHbIN» (DeHOTUM
[6]. MonynauMOHHasn YacToTa aHHOM POPMbI COCTaBNAET
1:170 000 1 1:15 000, a neHeTpaHTHOCTL — 0,9.

o AaHHbIM camoro HONbLIOro NPOCMEKTMBHOMO NCCie-
[00BaHUs cuHapoMa «International LQTS Registry» B 57 % cny-
Yanx BHe3amnHas cMepTb HacTynaeT B Bo3pacre 4o 20 net [11].

3a pa3BuTME OAHHOIO CUHAPOMa OTBEHAIOT HECKOIbKO
reHoB. COOTBETCTBEHHO, MATONOMM B ONPeAeNeHHbIX re-
HaX BbIOENAIOT reHeTuyeckme BapmaHTbl cuHopomMa LQT
(tabn. 1).

MprYMHON HaCNeaCTBEHHbIX HAPYLLIEHN PUTMA CepA-
Lla CYMTAIOT aHOMaNNM CNelyIOLLIMX OCHOBHBIX KNaccoB Oen-
KOB: COKPATUTENbHBIX M LUTOCKENETHbIX; MOHHbIX KaHaNoB
N MEXKJIETOYHbIX KOHTAKTOB; TpaHCMeMOpaHHbIX nepe-
HOCYMKOB, a Takxe nx moaynsatopos [12]. B Hopme no-
TeHUMan OencTBMA KapaMOMMOLMTOB XapakTepusyercs
aKTVBaUMen MOTeHUMan-3aBUCUMbIX MOHHBIX KaHamnos,
JenonapusyoLLx MemMopaHy C nocnenyioLLen akTBaLen
BbIXOAALLMX PENONAPUN3YIOLLMX TOKOB.
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BpoxzaeHHbI CUHAPOM YANNHEHHO0 nHTepBana QT

PucyHok 2. XenygoukoBas Taxukapausa Tmna «nmpysT»

B pe3ynbraTe yKa3aHHbIX FeHHbIX MyTaLMIA pa3BBaET-
€ ANCPYHKLUNSA MOHHBIX KaHaIoB, YTO MPMBOAMT K yBe-
NNYEHMIO BPEMEHW OBLLEN 3NEKTPUHECKOM akKTUBHOCTI XKe-
NYA0YKOB W yANUHeHWIO MHTepBana QT Ha 2K [13].

OCHOBHbIM KIMHMYECKUM MPOSIBNEHUEM CUHOPOMA
LQT sABNSt0TCS NPUCTYMbI NOTEPW CO3HaHMS, 0OYCIOBMEeH-
Hble peLnaMBaMm XXenyao4koBon Taxmkapanm (OKT) Tvna
«nupysT (puc. 2).

Taxukapams TUna «nupyaT» xapakrepmsyetca Ha KT n3-
MeHeHMeM HanpasneHus, PopMbl 1 aMNINTYAbl OCHOBHbIX
3ybLoB komnnekca QRST Ha NPOTUBOMNONOXHOE B O4HOM
1 ToM xe oteefieHun. YCC npu 3ToM Konebnetcs ot 150
0o 250 B MuH [14].

[lnarHo3 oCHOBbLIBAETCS Ha aHanm3e NpeALLecTByOLLEN
NCTOPUU CMHKOMAbHBIX 3MM3040B, CEMEVIHOM aHaMHe3e
(noaTBepxxaeHHble cydan cuHapoma LQT u/unm cnyyam
BHe3anHoW cepAe4YHon CMePTU B CEMbE B BO3PaCTe MeHee
40 net), oleHke cneumdmyiecknx IKI nposBneHni.

B 1985 r. Schwarts PJ. npeanoxun Habop amarHo-
CTUYECKUX KPUTEPUMEB BPOXAEHHbIX DOPM CHMHAPOMA
LQT [15]:

1. «BonbLUMe» KpUTEPUM: a) yanMHeHne HTepBana QT
(QTc>0,44 c.); ©) Hann4Me B aHaMHe3e 3MM3040B MnoTe-
PV CO3HaHWSA; B) Hann4me cnHapoma LQT y YneHoB ceMbM.

2. «Manble» KpuUTepun: a) BPOXAEHHAs HepoCeH-
copHas rmyxoTa; 0) anr3oabl anstepHaLn 3youa T, B) mef-
NEeHHbIV cepagyHbI puT™ (y AeTeln); ) Natonornyeckas xe-
NyA04KOBas penonapusaLnms.

[lnarHo3 Mo>keT ObITb NOCTaBNeH NPW HaNUYUKM 2 OoNb-
Wnx unu 1 6oNbLIOro 1 2 ManbiX KPUTEPUEB.

Ewe [o nony4eHwms OoOKa3aTenbCTBa FeHeTN4eCcKou
npupoAb! 3aboneBaHs Obiv BblOENEHbI YEThIPE BapWaHTa
KNMMHNYECKOro TedeHns: 1) CUHKOMNanbHbIN C yaMHEHEM
nutepsana QT, 2) BeccnHkonanbHbIM C yOINHEHNEM UH-
TepBana QT, 3) c1MHKONanbHbIA C HOPManbHOW NPOAOI-
KUTENbHOCTLIO MHTepBana QT 1 4) Hemas (naTeHTHas) op-
Ma [16].

YHacroTa 1 KoNmM4eCTBO CUHKOMe ABAAIOTCA KpUTEPUAMMN
TAXECTW 3a0oneBaHus, ofHako, obpallaeTt Ha cebsi BHU-
MaHMe TOT (haKT, YTO CMePTb MOXET HaCTyMUTb 1 BO Bpe-
M$ NepBOro NPMUCTyNa NoTepU CO3HaHNA. DTO AVKTYeT He-
00X0AMMOCTb ONPEeAeneHs CTeNeHM prcka BHe3arnHow cep-
Jle4HOV CMepTK Y DOMbHbIX Kak ¢ CUHKOManbHOM, Tak U C
DeccrHkonanbHoM hopMamM CUHAPOMA.

MpoBefeHbl UCCNefOBaHMA MO BbISBNEHNIO XapakTep-
HoW DK -KapTUHbI NP Pa3NYHbIX FeHETUHECKMX BApUIaHTax
cuHgpoma LQT. YcraHosneHo, yto ans LQT1 xapakTepeH
ylwmpeHHbin 3ybew, T, ons LQT2 — HU3KOAMNAUTYOHbIN U

Tabnuua 2. CpaBHUTENbHAsA KIMHUKO-3NEKTPOKapaMorpadmyeckas xapakTepucrika Hambonee pacnpocTpaHeHHbIX

BapuaHToB LQT

Mapametp

BapuaHt/leH

LQT1/KCNQ1

LQT2/KCNH2 LQT3/SCN5A

SddeKT MyTaLmm Ha MOHHBIV TOK CHuXeHMe ToKa Iy

CHuxeHve ToKa Iy, YcuneHvie nnaro Iy,

IMOLOHASbHbIA UK
hU3M4eckmii cTpece,
nnasaHbe

DakTopbl, NPoBOLVpYioLLe
XV13HEOMacHble HapyLIeHWs puTMa
cepaua

Pe3kui 3BykOBOM CMrHaN,
3MOL|VIOHANbHbIV UK
hu3ndeckmi cTpecc

Ha thoHe bpaaukapanm
(B mokoe 1nm Bo cHe)

OcobeHHOCTM pernonspr3aLim Ha [LIupokas, CUMMETPUYHaS

Hu3kas amnantyna YANVHEHHBIN 3031EKTPUNYECKIN

CUHYCOBOM pUTME TBonHa BOMHbI T, ABYa3Has BonHa T cerMeHt ST

Hanuuve nay3 putma npy MHAYKLUK Her XapakTepHbl Her

XV3HEONacHbIX HapyLUEeHUV pUTMa

cepaua

[nHamuka QTc Ha Harpy3ke YannHerue (HapylieHure YkopoyeHve 3HaynTensHoe
apantauum k 4CC) (HopMarnbHas AMHaMuKa) yKopo4eHvie

[nHamuka QTc npu BBEAEHUN

ATM | knacca Her Her YkopoyeHvie

IDeKTVBHOCTL Tepanuv

B-anpeHobnokatopamm Ectb, bonee 80% Ectb, okono 50% He n3BectHo
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BpoxaeHHbIi CUHAPOM YANNHEHHO0 nHTepBana QT

nByropbbir 3ybell T (Hallle B IeBbIX rPyAHbIX OTBEAEHNSIX),
ona LQT3 — yanuHeHue vHtepsana QT npyv HOPMansHOM
3youe T [7].

B nocnefHme rofbl NCCieOBaHbl KOPPENALMM MexXay
BbIPaXKEHHOCTbIO PEHOTUNNYECKMX MPOSBAEHUI NPU CUH-
apome LQT v reHeTn4eckMU BapuaHTaMy CUHAPOMa. Bbl-
ABMeHbl cneumdudeckme KT -deHoTnMbl, XapakTepHble A1
OCHOBHbIX MONEKYNAPHO-reHeTNYecknx BapMaHToOB —
LQT1, LQT2 1 LQT3, Ha fonto Kotopbix npuxoamtcs Ao 90%
OT BCEX FeHeTUYECKM NMOATBEPXKAEHHbIX CyyaeB (Tabn. 2)
[17].

OcHOBbI BeaeHund nauneHToB

B HacTosilLlee BpemMs Ha OCHOBAHWW KIMHWMKO-3MeK-
TpoKapamorpamyeckoro aHanmsa BO3MOXHO npeano-
NOXWNTb BEPOSITHOCTb OAHOIO U3 Tpex Hanbonee n3yyeH-
HbIX M PaCNpPOCTPAHEHHbIX FeHETUYECKMX BAPUAHTOB CUH-
opoma (LQT1, LQT2, LQT3). 310 N0o3BOASET eLie A0 No-
Ny4eHUa Pe3yNbTaToB MOJEKYNSPHO-TeHETUYECKOrO 1C-
CefloBaHUA NMPUHATL peLleHne O NaToreHeTU4eckon Te-
panuu [6, 11].

JledyeHune 6onbHbIX ¢ cuHapomMom LQT 3akmiodaeTcs B
MaKCMManbHOM WCKTIOYEHUN TPUITEPOB XXMW3Heyrpo-
KaoLWMX apUTMKK, crneundUydecknx Ansa Kakaoro naum-
eHTa, a TakxXe WCKIIIYeHUM npenapaTtoB, CMOCOOHbIX
yOnMHATL nHTepsan QT. O6da3aTenbHo anutensHoe (no-
KM3HEHHOE) Ha3Ha4YeHNe aHTUAaPUTMUYECKOTO Npenapa-
Ta. Mpenapatom Bbibopa sBNseTca B-agpeHobnokarop. daH-
Has rpynna npenapaTtoB 0cobeHHO ahdekTBHa Npuw LQT 1
(81%), npu koTopom puck BCC HanpsmMyto CBA3aH C pe-
aKUen Ha cuMnaTtmdeckyio crmynaumio. Mpu LQT2 n LQT3
B-anperHobnokatopbl MeHee 3chdekTnBHbI (53% 1 50%,
COOTBETCTBEHHO) [18]. Xopolumnin 3hhekT AocTUraeTcs
npv 0oGaBNeHNM K NIEHEHMIO NMALMEHTOB C CUHAPOMOM LQT3
MeKCUneTnHa (aHTMapUTMUYeCckmi Npenapar IB knacca) —
OnokaTopa HaTP1EBbIX KaHAOB.

[laske npy HanH KIMHAHECKX KprTepures 3a0omneBaHst
reHeTM4eckoe MCCeA0BaHMe MaLMEHTOB C CUHAPOMOM LQT
Oynet LenecoobpasHo A8 ONpeaeneHms Crpatervvi BeAeH s
MaLMeHTOB C Pa3NNYHbIMY BapyaHTaMu MyTaLmu.

B cny4ae HeapeKTUBHOCTM MeAMKAMEHTO3HOM Te-
panun (Yawe npn LQT2 1 LQT3 [19]) npuberatoT K xu-
pypruyeckum MeTofam neverus. Jonroe Bpems ncnonb-
30Baf1acb NEBOCTOPOHHSAS LLIENHO-MPYAHAA CUMMIATIKTOMUS.

OfHaKo OaHHbIM MeTO AaBan BbICOKYIO 3P PeKTNBHOCTb
TONBbKO B paHHMWe nocneonepaumoHHble CPOKM, HO, B
CBOIO o4epefb, NPUBOAMI K DONbLLIOMY NPOLEHTY peLm-
[IMBOB B OTAANIEHHbIN NEPUOL, HTO ObINO CBA3aHO C BO3-
PaCTaHMEM YyBCTBUTENBbHOCTU -afpeHOpeLLenTopHOro an-
napata [20].

AnbTepHaTVBHbLIM METOLOM, KOTOPbIV MPUMEHSETCA B
HacTosiLLIee BPeMS NPW YCTOMYMBOCTY K MeAVKaMEHTO3HOMY
nevyeHuto cnHapoma LQT, asnaetcs MMnnaHTaums Takmm
OonbHbIM 3MEKTPOKAPAMOCTMMYNSTOPa, paboTatoLLero B pe-
xmmax AAIR, VVIR, DDDR [19, 21-23], wau kapawo-
BepTepa-aedubpunatopa [24]. Noka3aHueM K UMMaH-
TaLLMM 3NEeKTPOKAPANOCTMYNATOPA ABNAETCS BbIPaXKEHHAs
Opafvikapans B Nepuon Mexay npuctynamm, Jatle npu
cuHgpome LQT 3-ro tmna [25].

KapawmosepTepbl-0ehrbprnnsatopbl MCNOMb3yoT y Na-
LIMEHTOB C BbICOKMM PUCKOM BHE3aMHOM CMEPTU, 0COBEHHO
NpY yKa3aH1n B aHaMHe3e Ha PrOPURMIALLAIO XKeNya04KOB.
Nocne ero MMNNaHTaUMM PUCK BHE3AMHOW CMEePTV NpK TA-
xenom TedeHun LQT cHyxancs oo 1-5% [26].

MporHo3 npu cnHapome LQT HeGnaronpuaTHbIN. bonb-
Hble YacTo YMMPAIOT BO BpeMSs MPUCTYNoB BAeACTBme hrbd-
PUNNALN XKENYAOHKOB UMM aCUCTONUK. [pn BPOXKOEHHOM
cnHopome LQT y oeten B nybepTaTHOM nepuroae TedeHre
3aboneBaHus ycyrybnsietcsi, a y B3pocibix 3aboneBaHue
npoTtekaeT bonee GnaronpusTHO, NPUCTYNbI HAOMOAAIOT-
CS 3HaYUTENBHO pexe [27].

15-neTHAA BbKMBAEMOCTb NMaLMEHTOB, He NMosyYaBLUMX
neYeHne npu cnHapome PomaHo-Yoppaa, coctasnsaet 45 %
[28]. Hacrtora BCC npw BpoxaeHHOM cuHapome LQT fo-
cmraeT 73% [29] (20% B NepBbiit rof, Nocsie NepBoro nm-
30[a notepu co3HaHms 1 okono 50% — B TedeHme 10 net

[13]).

3aknto4vyeHune

TakIM 00pa3oM, CMyCTs MOYTY NMONCTONETUS C MOMEH -
Ta MepBOro onmncaHnsa cnHapoma LQT, faHHasa natonorng
no-npexHemMy npencraBideTr BeCbMa CIOXKHYIKO W aKTy-
anbHylo Kapamonorndeckyio npobnemy, TpebyioLLyto cBoe-
ro peLlleHnA.

KoHdnuKT nHTepecoB. ABTOpbI He coobumnm o6 oT-
CYTCTBUM NMOTEHLIMANBHOMO KOHMIIMKTA MHTEPECOB MO AaH-
HOW CTaTbe.
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