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BPOXJIEHHBEM CHMHIOIPOM YIJIMHEHHOI'O

UHTEPBAJIA Q-T
(0630p JBrTEpPaTyPSHI)
E.B. MpooHurK, K.M.H., OoueHT,; B.M. [FpoukiH, 0.M.H., JOLIEHT

Kabempa rocrmrajibHOM Teparni
YO «I'pOOHEHCKIMM T'OCYOAPCTBEHHEM MEOMIIVMHCKM YHBEPCUTET

Bpoorcoennviii (nacnredcmeennulil) cunopom yonunennoeo unmepsana Q-T npedcmasnsem coboul yseauuenue oau-
menvrocmu unmepsana Q- T, npu KOmopom 603HUKAIOM NAPOKCUIMBI HCETYOOUKOBOU MAXUKAPOUL MUNA KMUPYIM Y, MPAHC-
Gopmupyrowuecs 8 GUEPULTAYUIO HCETYOOUKOS C PA3GUMUEM CUHKONATIbHbIX COCMOSHUIL U 8He3anHol cmepmu. B nacmo-
sawem 0630pe 0600UeHbl Pe3yTbmanmbl UCCAeO08AHUL IMUONO2UL, NAMO2EHEe3d, KIUHUKU, OUASHOCIMUKU U IeYeHUsL IMO20

cunopoma.

Knrwoueswle cnosa: eposicoennviii cunopom yonunennoz2o Q-T, napoxcusmanvhas siceiyO0ouKko8adas maxuxkapous munda

«nupysmy, 6He3anHasl cepdelmaﬂ cmepmo.

Congenital (hereditary) long QT interval syndrome is a cardiac disorder associated with fatal ventricular arrhythmias
(torsade de pointes), ventricular fibrillation and sudden death. The present review summarizes results of recent studies
of etiology, pathogenesis, clinical picture, diagnosis and treatment of this syndrome.

Key words: congenital (hereditary) long QT interval syndrome, ventricular arrhythmias torsade de pointes, sudden

cardiac death.

Cunnpom yamuHenHoro nntepsaia Q-T (CYU Q-
T) npencrasisier co0oit codeTaHue YBETUICHHS U~
tenbHOCTH MHTepBana Q-T Ha crangaptHoit OKI n
nonuMopdHO# xxemynouxoBoi Taxukapauu (KT) Tuma
«pyaT» (torsade de pointes).

KT Tuma «mupysT» UMeeT crenuprIecKyro KOoH-
¢urypanuio B BHJIe CHHYCOUIaTbHOTO U3MCHEHUS aM-
TUTHTYJBI ¥ HAaIPaBJICHUSI OCHOBHOTO BEKTOpa KOMII-
nekca QRS ornocurensHO 0a30Boi n3onuuun KT

[Mapokcuzmbl XKT karHIUECKH TPOSIBISIOTCS dITH-
30[IaMH TTOTEPH CO3HAHUS U HEPEIKO 3aKAHUYHMBAIOTCS
(uOpHILTAIIEH KETyI04KOB, SBISIONICHCS HEMOCpe-
CTBEHHOM ITPUYHMHOI BHE3AITHON CMEPTH.

B 1856 1. Meissner HaOIrOman JACBOYKY C BPOXK-
JIEHHOM TJTyXOTOM, BHE3AITHO MOTEPSBILIYIO CO3HAHUE U
YMEpIIYIO B IIKOJIE B MOMEHT, KOria el clienay myo-
naHOe 3aMedanue. /IBa ee Opara TakyKe BHE3AITHO
CKOHYAJIUCh Ha (oHe cTpecca [26].

B 1901 r. Morguio HaOroa1 ypyrBaicKyro CEMbIO
B KOTOPOI CeMEpO AeTell BHE3AITHO MOTEPSIM CO3HA-
Hue 1 ymepnu. B 1953 1. Muller coobumn 06 n3mene-
Huax OKI' y Mmanbunka ¢ BpoykKASHHON TITyXOTOMH, TIpo-
SBIISTIOIIMXCSL OpajinKapanell, N3MEHEHHSIMU CerMeH-
ta ST u yuimnennem nutepBaia Q-T [26].

B 1957 1. HopBexckue TepareBthl A. Jervell u F.
Lange-Nielsen BriepBbIe npecTaBUIH MTOJTHOE OIHCA-
Hue CYHW Q-T kak ceMelHO-HACIeACTBEHHOE 3a00-
JIeBaHUE, JUIsl KOTOPOTo OBLITN XapaKTepHbI BPOXKICH-
Hasl DIyX0Ta, 3HAYUTENbHOE YIUIMHeHNE HHTepBaia Q-
T na OKTI 1 noBTopHBIE 0OMOPOKH, CBSI3aHHBIC C Ha-
pYLICHHSIMU pUTMa cepana. B psiae ciyuaeB 3tu 00-
MOpPOKH 3aKaHYMBaJINCh CMEPTHIO OOIBHOTO B JIETC-
KoM Bo3pacte [28].

B 1963 r. utanssauckue nccnenosarenu C. Romano
1 c0aBT. onrcany apyroi Bapuant CYU Q-T ¢ snu3zo-
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JaMi 00OMOpOKa y 3-MECSYHOU JIeBOYKH, CIyX y KO-
TOPO# OBLT HOPMaJbHEIM [29].

B 1964 r. O. Ward coobmmn o CYU Q-T ¢ odbmo-
pokamMu, HO 0€3 TIYXOTHI, y WICHOB OJHOW CEMbH
(ManpuMKa, cecTphl U MaTepu). Y Opara u cecTpbl BO
BpeMsi 0OMOpOKa Oblila 3aperucTpupoBaHa (pUOPHUII-
JISILHST JKETyI09KOB [34].

B 1980 r. Schwartz noka3zai, uro CYU Q-T oriu-
yaeTcsi OOJIBIION BapHaOeNbHOCThIO KITMHUYECKUX
MPOSIBJICHUN W, B YaCTHOCTH, MOXET BCTPEYATHCS Y
OONBHBIX C HOPMAJIBbHOM MPOTSKEHHOCTHIO HHTEPBA-
na Q-T (mpwu 3anucu o0br4HOM MoBepxHOCTHOM DKT).
OTH JaHHBIE HMEIOT OONBIIOE 3HAYCHUE ISl KITUHH-
YeCKOH U Cy/IeOHO-METUIIMHCKOM MPAaKTUKU [26].

3a munysmue 30 JIeT KapAUOIOTaMHu B KapAHOXHU-
pypramu oIyOJIMKOBaHbI COTHHU CITy4acB BPOXKICHHO-
roCYUQ-T[7,8,9,13,17,18,31,32,33 u ap.].

Camoe OomnbIIOe MPOCIIEKTUBHOE HCCIIEIOBAHHE
cunapoma Bitodaer 328 cemeit (International LQTS
Registry). 147 nanpeHTOB U3 dTHX CeMEH yMepJIH BHE-
3arHo B Bo3pacte 10 50 ner. B 57% cioy4yaeB cmepTh
HacTymuia B Bo3pacte 1o 20 jer [21, 30].

B Poccun Haunbonbiiee 4ucio HaOIroAeH i ¢ 1aH-
HbIMH cuHApoMaMu K 1999 r. umenocs y MockoBcKko-
ro mpo¢. M. A. IlIkonsHuKOBOM — 148 cemeli. AHaIu3
BCEX CITy4JacB BHE3AITHOM CMEpTH oKa3a, 4To B 68%
CIy4aceB OHa HacTymaia B Bospacte a0 35 jer [17,
18].

Knaccupurkanua CYU Q-T
Cy1iecTByeT HECKOIIBKO KPUTEPUEB, TIOI0KEHHBIX
B OCHOBY Kinaccudukarum [ 10-18].
I. ITo aTnonorumu:
1. BpoxxaeHnHsii (MAMOMaTHYECKUN, CEeMEHHBIN ):
a) HacJeICTBeHHbIC (POPMBI: cuHApoM JlxepBer-
na-Jlanre-Hunbcena (coueranue MpuUCTYNOB MOTEPU
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CO3HAHUs ¥ BHE3AIIHOW CMEPTU C BPOXKIEHHOM ITTyXO0-
HEMOTOH) u cunapoM Pomano-Yopaa (aHanorngasiit
CHHJIPOM 0€3 BPOXKACHHOH TITyXOHEMOTHI);

0) ciopaguueckue GpopMbl, 00YCIOBICHHBIC CIIOH-
TaHHBIMHU MYTallUSIMH.

2. [IpuobOpereHHbIi (BTOPHYHBIH ):

a) octpeid (yanuuenue Q-T, MpUYMHON KOTOPOTrO
SIBIISIETCSl OCTPOE COCTOSIHUE);

0) xponmnueckuii (yamuHenue uatepsana Q-T mpu
XPOHUYECKOM 3a00JIEBaHU ).

II. ITo KIIMHUYECKUM IIPOSIBIICHUSIM.

1. beccuHKOMaNbHBIH:

a) M30IMpoBaHHOE ymnHeHue uHrepsaia Q-T (de-
HomeHn YU Q-T);

0) ckpbiTas GopMma (CHHKOIAIbHBIC COCTOSHHUS U
yanuHeHue uatepsaia Q-T He perucTpupyrorcs).

2. CunkonanbsHbii (cobctBenHo CYU Q-T):

a) CHHKOITAJIbHBIE COCTOSHUS Ha (POHE Y/UITMHEHUS
nnTeppana Q-T;

0) CHHKOIMAJIBLHBIE COCTOSIHUS B OTCYTCTBHE YIJIH-
HeHus natepsaia Q-T.

[MonynsuonHas yacrtora cunapoma Jxepseria-
Jlanre-Hunbcena coctasisger 1:100000 — 1:200000,
cunaapoma Pomano-Yopma 1:10000 —1:15000[1, 4, 5,
16].

JTHOJIOTUS M MATOreHe3

HenaBHo nmpoBeneHHbIe HCCIEAOBAaHUS TOKA3aIH,
YTO B OCHOBE BPOXKAEHHBIX (HacneacTBeHHBIX) CYU
Q-T nexar MyTaly T€HOB, OTBETCTBEHHBIX 32 CHH-
T€3 KOMIIOHEHTOB KaJIUEBBIX, HATPUEBBIX U KaJblne-
BBIX KaHAJIOB, KOTOPbIE PEryAHPYIOT HOHHBIE TOKH Ye-
pe3 MeMOpaHy KapIIMOMHOIIITOB B MEPUOJ] €€ PEero-
nspu3anui. B nuTeparype onMcaHbl IIECTh THUIIOB
BpoxkaeHHoro CYU Q-T B 3aBUCHMOCTH OT JIOKaJIH-
3aImu MyTHpOBaBIerorena [19, 22, 23, 24, 25, 26, 31,
32].

1 tunm — rer KVLQT1 (LQT1) Ha KOpOTKOM TLIIE-
ye 11-i xpomocomsl 11p15,5 konupyer cTpykTypy o-
CyOBETMHHIIBEI MEIUICHHBIX KAJIMEBBIX KaHAJIOB;

2-tun — red H ERG (LQT2) na anuHHOM 1Iede
7-1 xpoMocoMBl 7 g35-36 KomMpyeT CTPYKTYpPY O-
CYObEAMHHMIIBI OBICTPHIX KAJMEBBIX KAHAJIOB;

3-ii Tum — rea SCNSA (LQT3) na xopoTkoM Iijie-
ye 3-if xpoMocoMbl 3p21-24 Komupyer CTpyKTypy Oen-
Ka HaTpHEBBIX KaHAJIOB;

4-if Tun —red LQT4 na myimaHoM 1uiede 4-i xpo-
MocoMbI 4g25-27 (u3ydeH HeJOCTaTOYHO);

5-ii m 6-i1 TMnBI —rersl KCNE1 u KCNE2 (LQTS
n LQT6) na gmunHoM mitede 2 1i xpomocoms 21222,
1-22, oTBeYalOT 3a CUHTE3 B-CYOBETUHHUI] MEIUTCHHBIX
1 OBICTPBIX KAJIMEBBIX KAHAJIOB COOTBETCTBEHHO.

B pesynbrare ykasaHHBIX TEHHBIX MyTaIiil pa3Bu-
BaeTcs MUC(YHKINS HOHHBIX KaHAJIOB, YTO TIPUBOJIAT
K YBEITUUCHHIO BPEMEHH OOIIEeH SIEKTPUIECKON ak-
THBHOCTH KETYJI0YKOB U yIUTHHEeHUIo HHTepBaia Q-T
Ha OKI' [6, 14]. Kak ymeHbIlIeHUE aKTUBHOCTH KaJh-
€BBIX KaHAJIOB, TAaK U YBETUUEHNE AKTUBHOCTH HATPH-
€BBIX U KaJIbLIMEBBIX KAHAJIOB MPUBOAUT K TOMY, YTO
VAJTUHACTCS PeloApU3alus KeTyI0o4uKoB. [ Kax-
JIOTO JIOKyCa OIMCAHbI JIECSITKH MyTaluil, IpHUBOAS-
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nmx K BosHUKHOBeHHI0O CYU Q-T. Cunapom Poma-
HO-Yopzaa, KOTOpbIA HacieayeTcs Mo ayTOCOMHO-0-
MHUHAHTHOMY THUITY, MOXET Pa3BUThCS MPH HATUYUU
MYyTAaIlMH B I000M U3 1ectd reHoB. Cunapom Ixep-
Bemna-Jlanre-Hunbcena, ABissACh OYEHb PEAKUM, Ha-
CJIelyeTCsl 10 ayTOCOMHO-PELIECCUBHOMY THITY, pa3-
BHMBAETCs, Korja peOCHOK OT 000UX POIUTEIICH TOITy-
gaetr mytadTHble TeHBl KVLQT1 mm KCNEI1 [16].

[No-BumuimMomy, B pa3euThu 3nu3010B JKT Trna «mm-
PY2T» IPUHUMAIOT y4acTHE HECKOIBKO MEXaHU3MOB.
[TpryeM myckoBBIM (aKTOPOM, CKOpEe BCEro, SIBIIS-
FOTCSl TPUITEPHBIC PUTMBI, CBSI3aHHbBIC C PAHHUMH I10-
CTICTIONSIPH3AIMSIMH, 2 MEXaHHU3M «re-entry» obec-
MEYMBAET CYIIECTBOBAHNE YCTOWYMBBIX 04aros [4].

JpyruM MexaHu3MOM BO3HHUKHOBEHHS ITapOKCH3-
MoB KT tuna «mupy>m» nipu Bpoxaeanaom CYU Q-T
SIBJISIETCSI COITYTCTBYIOIIAsI B 4aCTH CIy4aeB JWCILIA-
3Us1 COCIMHUTENLHON TKaHU, KIIMHIYECKH MaHU(eCTH-
PYIOIIas IPOJIarcoM CTBOPOK MUTPAIHLHOTO UITH TPeX-
CTBOpUaToro kiamaHa. Peskoe mpoBucaHue CTBOPOK
KJIAIaHHOTO arnapaTa BhI3bIBAET MEXaHUUECKOE Pa3-
JpakeHre MUoKapaa ¢ GopMUpOBaHUEM IKTOIMHYEC-
KOT'0 T€TEPOTreHHOro ovyara Bo30yxmeHus [5].

Psimom aBTOpOB yKa3bIBaeTcsi TEHETHYECKHU TIpe-
JIOTIpeieNIeHHas! POJib «IeQUIINTa MarHus» B popMu-
poBaHHHM yarHEHHOTO HHTepBana Q-T, coueraromasi-
Cs1 C TUCIUTa3ueil COeNMHUTEIBHOM TKanu [16].

Kaunuveckasi kapTuna

Knnnnueckne BapuaHThl TEUEHHUS JaHHOTO CHH/I-
poma [4, 18] BKITIO9AIOT:

- 00OMOpoKH ¥ ymuHeHue natepeana Q-T;

- ynnuHenue uHtepBaia Q-T 0e3 CHHKOMAIbHBIX
COCTOSTHUI B aHAMHE3E;

- CHHKOMNAJIbHbIE COCTOSHHS B OTCYTCTBHE YAJIH-
Henus natepBaia Q-T na DKI, cHATOM B TTOKOE;

- cKpbITas opMa — «HEMOE», JTaTEHTHOE TCUCHHUE
CHHJIPOMA, TIPYU KOTOPOM y OONILHOTO HET HU O0OMO-
POYHBIX COCTOSHUHN, HU yiinHeHnsa nurepsaia Q-T.

YacTo Takoi BApHAHT CHHIPOMA MOKHO IHarHOC-
THPOBaTh TOJIBKO PETPOCIEKTUBHO — TOCJE BHe3al-
HOW CMEpTU POJCTBEHHUKOB MPOOAHa, CYATABIINX-
Csl IPAKTUYECKH 37I0POBBIMH.

dakTopsl, MPOBOIUPYIOIIIE 0OMOPOKH: (hr3HnIec-
Kast Harpy3ka (48%), THEB, CTpax U Jpyrue CTPecco-
BbIe coctosiaus (38%), mnaBanue, oer (22%), yrpeH-
Hee nipoOyxaeHue (16%), peskue 3ByKOBbIC pasipa-
xutenn (16%) [4].

OcnoBHoe kinHn4eckoe nposisienue CYM Q-T —
CHHKONaNbHBIE cOCTOAHUA. OHU COCTOAT U3 TPEX MOC-
JIeNOBATEIbHO CMEHSIONINXCA CTaaui: MPeICHHKO-
NaJIbHOM, CHHKONIAJIbHOM U BOCCTAHOBUTEIBLHOIO NIEPHU-
ona [6]. IlpencuHKonaIbHOE COCTOSHUE TIPOSIBISICTCS
TOJIOBOKpYKEHHEM, o0mIell BHe3amHOH ci1abocThio,
IMOTEMHEHHEM B TJIa3ax, cepaieOneHrueM, OIIyIICHH-
€M TSDKECTH 3a TPYAUHOM, «3BOHOM B ymiaxy». Ilepen
MOBTOPHBIM CHHKOIMAIBHBIM COCTOSIHHEM OONbHBIC
HEpEIKO MCIBITBIBAIOT YYBCTBO TPEBOTH, CTpaxa
cmeptd. Bo Bpemsi cOOCTBEHHO CHHKOIAJIBLHOTO CO-
CTOSHUA OTMEYAeTcs IMOTeps CO3HAHUS MPOIOJIKH-
TENBHOCTBIO OT HECKONBKHUX CEKyHIl 10 3-5 MUH (B
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cpenaeM 1-2 mMuH). I'myOokast yTpara co3HaHUS C
apeduieKcreit, cynoporaMu TOHHKO-KIIOHHYECKOTO Xa-
pakTepa, HeMpOU3BOJILHBIM MOYCHUCITYCKAHHEM U JIe-
(ekanmeit oTMedaercs IPUMEPHO Y TIOJOBHHBI 00JTb-
HbIX. Hanmuuue cymopor siBisieTcsi KpUTEpUeM TsKec-
TH CHHKOIIATBHOTO COCTOSTHHS, TaK Kak OecCO3HaTellb-
HOE COCTOSIHUE COTPOBOXKIAETCS CYAOPOraMH TOIBKO
MIPH JIOCTATOYHO MPOAOIKUTEIBHON U TITyOOKOM HIIIe-
MHUH MO3Ta. B TOCTCHHKONAIEHOM TIEpHOIE, TIPOIOI-
x)aroriemcst B cpeaHeM 0,5-3 4, OONbHBIC UCTIBITHIBA-
IOT 9YyBCTBO C1a00OCTH, Pa30UTOCTH, COHIMBOCTH, I'0-
JIOBHY0 001ib. [locnenpucTynHbiii COH HaOmOaaeTCs
penKo, ObIBaeT HENPOJIOIKUTEIbHBIM, MOBEPXHOCT-
HbIM. Bo3pact, B KOTOpOM B OOJBIIMHCTBE CITy4acB
BIIEPBbIC BOBHUKAIOT CHHKOIAIBHBIE COCTOSHUS MPH
BpoxaeHHoM CYU Q-T, komebnercs oT MepBhIX Me-
CATEB XKU3HU 10 16 meT. TspkecTs X MOXKET Hapac-
TaTh B IPeyOepTaHTHOM H ITyOepTaHTHOM ITEPUOJIAX,
a 3ateM ocnabeBarh [5]. CHHKONAIBHBIC MTPHUCTYIIBI
BO3HHUKAIOT C Pa3IMYHON YaCTOTOM: Y OJHUX OONBHBIX
OHU OTMEYAIOTCSl HECKOIIBKO Pa3 B JIHb, y APYrux — |
pas B TOI WJIK HECKOJIBKO JieT (B cpenHeM 2-4 pasza B
ron). Knuanueckast KapTuHa CHHKOIIAJIBHOTO COCTOS-
HUS C CyIOpPOraMu HarlOMUHAeT OOJBIION AITHIICTITH-
YecKuid mpunaaoK. OTIUYUsIMU CHHKOITAJIBHOTO COCTO-
staust ipu CYU Q-T sasmsrorest [17, 18] cnemyromue:

1. BO3HUKHOBEHHE Ha BBICOTE ICHXO3MOIIMOHAITb-
HOU MM (PU3HUYCCKON HArpy3KH.

2. IlpecwHKONAaIbHOE COCTOSIHUE, OTIMYAETCS OT
SMHUIIENITHYECKOH ayphl (OLIYIIEHHE Pa3TUYHBIX 3aria-
XOB M BKYCOB, JIBUTATENIbHBIC U PEUCBBIC aBTOMATH3-
MBI, TAPECTE3UH PA3NTUYHBIX YUACTKOB TEJa).

3. BeIcTpoe BOCCTAHOBIICHUE CO3HAHUS U OTCYT-
CTBUE aHAMHECTUYECKUX HAPYILIECHHUH B TOCIETIPUCTYTI-
HBI! IEPUO]I.

4. OrcyrcTBHUE y OOJBHBIX U3MEHEHHH JTMYHOCTH,
TUTIAYHBIX 1151 OOJBHBIX ATHJICTICHCH.

VY psina GONBHBIX MPHUCTYITBI MOTYT MIPOTEKaTh Oe3
MOTEPH CO3HAHMS M XapaKTEPU3YIOTCS BHE3AIHO T10-
SIBTISTIOIIEHCST pe3ko cinabocthio. BombHOM OnemHe-
T, CaJMTCsl WIN JIOKHUTCS, OTMeJaer repebou B pa-
0ote cepalia, 00K B TPYIU WM KUBOTE. Takol cuM-
MITOMOKOMIUIEKC PACIEHHBAIOT KaK DKBUBAJICHT TIpe-
CHUHKOITAJILHOTO COCTOSTHUSA [6].

CuHKONAILHBIE COCTOSTHYSI CBSI3aHbI C Pa3BUTHEM
MPHUCTYTIOB MOIUTOITHOM TAPOKCH3MAaIbHOM JKeTyI04-
KOBOW TaxWKapIHH THIA «TUPYIT». OHU OBIBAIOT KO-
POTKHUMH, CIIOHTAHHO MPEKPAIIAIOIINMHICS, HO MOT'YT
TpaHcGOpMHUPOBATHCS B (PHOPUILISIINIO KETYITOIKOB
WJTM ACHCTOJIMIO ¥ IPUBECTH K BHE3amHOM cmepTH [ 10,
11,16, 17,21, 27, 33]. i kax10ro 60I5HOIO MPOBO-
nupyronie (Gpakropbl HACTONBKO OJHOTHITHBI, YTO B
JaJIbHEHIIIeM OH CO3HaTeNbHO cTapaeTcs u3berarthb
CHTYAIIHH, CIIOCOOCTBYIOIINX Pa3BUTHIO CHHKOMAJIBHBIX
cocTostHUH [6].

JAuarnocruka
B 1985 1. P.J. Schwarts npemioxkun auarHocTu-
yeckue kputepuu Bpoxaennoro CYU Q-T [30]. bomnb-
M e KPUTEPHH:
- YBEIIMYEHHUE TPOJIOJDKUTEILHOCTH KOPPUTHPOBAH-
Horo uHTepBana Q-T Oonee 440 mc;
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- CTpecc-WHAYIHPYEMble OOMOPOKH;

- ciy4yau yniauHeHue uHTepBana Q-T B cembe.

Mauible npu3HaKu:

- BpOXK/IEHHAS TITyX0Ta;

- 3MH30/IBI aNibTepHalyH 3yona T;

- MEIUICHHBIN CEpPIEUHBbI PUTM y JETEH;

- HapylleHHe Mepruoaa penosipu3alii Kery1od-
KOB.

Ha ocHoBanm# 3THX IpU3HAKOB JHArHO3 CTABUTCS
MIPH HAJTMYUH IBYX OOJNBIINX MITK OJHOTO OOJBIIOTO H
JIBYX MallbIX KPUTEPHEB.

B nacTtosmiee BpemMsi MpOBOIATCS HCCIEIOBAHUS
O BBISIBJICHUIO XapaKTepHOH dIIeKTpoKapauorpadu-
YeCKOM KapTHUHBI TIPU Pa3iIMYHBIX TEHETUYECKUX Ba-
puanTax BpoxaeHHoro CYU Q-T. YcranosneHo, 4to
s LQT1 xapaxrepen yrmpennstii 3yoen T, ams LQT2
- HU3KOAMIUTUTYAHBIN U AByropObIit 3yoen T (damie B
JIEBBIX TPYIHBIX oTBeneHusx), mus LOT3 - yamune-
Hue uarepBana Q-T nmpu HopmanbHOM 3yo1e T [16,
18].

HoBbrIM MeTOOM mpeHaTadbHON AMAarHOCTUKHU
BpoxkneaHoro CYU Q-T sBisercss MarHUTOKapIuor-
padus ro/1a, MO3BOJISIOIIAS TUATHOCTUPOBATH BPOXK-
nennbiit CYU Q-T BHYTpuyTpOOHO.

[Mockonbky nmpuunnOit BpoxkaeHHoro CYHN Q-T
CIIy’KaT U3MEHEHHUs Ha YPOBHE T'€HOB, JJIS IIOATBEPK-
JIeHUA AMarHo3a U OIpeesieH s TeHETHYEeCKOro THUIIa
3a00JIeBaHMSI MOTYT OBITH MCIIOJIB30BAHBI METOJIBI
TeHEeTHYECKOH TNarHOCTUKY: BbISIBICHUE IeHa-KaHIH-
JaTa ¥ METOT MTO3UIIMOHHOI0 KIIOHUpOBaHus [26, 25].

[pu cunkonanbsHOM Gopme BpokaenHoro CYU Q-
T TpynHo npoBectr TudGepeHINaTBHYIO IUATHOCTH-
Ky C JIMUJICTICHEH, B CBSA3H C YeM Yy BCEX OONBHBIX C
CHHKOIIAJTbHBIMH COCTOSHHSIMHU U CYZIOPOXKHBIM CHH]I-
POMOM, OCOOEHHO aTHIIMYHO MPOTEKAIOIINM, HE00XO0-
MO HapsiIy C HEBPOJIOTHYECKUM 00CIIe0OBaHUEM
MPOBOJIUTH THIATEIBHOE KapHOIOrHYecKoe o0cIeo-
Banue [15].

J171s HacJIeCTBEHHOTO «IeUIINTa MarHUs» Xapak-
TEpHO HAMYKE PEHOTHITUIESCKUX MTPU3HAKOB JAUCILIA-
3UM COCAMHUTEIILHOU TKaH!, CUHAPOM IIPSIMOM CIIMHBI,
MOJIBBIBUXH FOJIEHOCTOITHBIX CyCTaBOB, CHIKEHUE Typ-
ropa KOkKM, aCTEHHUYECKUH THUIl CTPOEHHUS KOCTHOTO
ckenera, nqedopmanus IpyHON KJIETKH, HATHYUE KITH-
HUYECKHX MMPU3HAKOB MPOJIarca CTBOPOK MUTPATBHO-
T'0 ¥ TPUKYCIUIAJIBHOTO KJIanaHoB [4].

Taxk kak Bpoxkaenusiit CYU Q-T B GonbIMHCTBE
clly4daceB sIBIISIETCS HACJICACTBEHHBIM 3a00JIeBaHUEM,
BCEX POACTBEHHUKOB OOJILHOI0 HEOOXOIMMO TINATE b~
HO oOcnenoBath i uckiroueHus y aux CYU Q-T.

IIporuo3. 15-neTHss BEDKUBAEMOCTD MMAITMEHTOB,
HE NIOy4YaBIIMX JIeYeHHe Ipu cuHapome Pomano-Yop-
na, cocrapiser 45% [15]. Yacrora cepaedHoil BHE-
3amHOM cMeptu TipH BpoxkaeHHoM CYU Q-T moctu-
raet 73% (20% B 1-if Tox mocie MmepBoro 3MU30Aa
rorepu cozHanus u okoino 50% B reuenue 10 jer) [16].

Jeuenue
B Hacrosimee Bpemsi Haubonee ONTUMAaJbHBIM
METOJIOM IIPEOTBPALICHUS HApyIIEHU I pUTMa 1 BHE-
3arHol cMepTH npu BpoxaenHoi popme CYU Q-T
SIBIIICTCS IPUMEHEHHE [3-aApeH00I0KaTopoB (TIporpa-
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HOJIOJI, aT€HOJION, MeTotponon) [2, 4, 16, 17, 33].
Br10op 3101 IpyIIiel pernapaToB OCHOBAaH HA TEO-

pUH CHEU(pUISCKOro CUMIIATHYECKOro TrucOaiaHca.

[NonoxurenbHbIl 3 dexT 00ycaoBieH 6J10Ka 0 CHM-

MaTUYECKUX BJIMSHUM Ha cepJue, a TAaKKe yMEHbIIIe-

HHUEM CTENIEHU JUCTIEPCUU PENOJISIPU3ALNY MUOKapaa

JKEITYAOYKOB, YTO MO3BOJISIET NIPEAOTBPATUTD KU3HE-

YTPOXKAIOIIyI0 apuTMuto. Kak mpaBuiio, Ha4UMHAIOT C

JI03BI ITPOTIAHOIIONA 2 MI/KT, TpU Hed(h(HEeKTUBHOCTH ee

MOBBIIAOT A0 3 Mr/KI. OOLIEnPUHATHIM SABISETCS

JUIUTEIbHBIN, HEPENKO NOKU3HEHHBIHN ITPUEM Iperiapa-

TOB.

Onnaxo, COTMIacHO pe3yJbTaTaM TOCTSTHEro, He-
JTABHO 3aBEPIIMBIIIETOCS UCCIICIOBAHNUS, OITYOIMKOBaH-
Horo B ceHTsi0pe 2004 1. B XypHaJile aMepHUKaHCKOH
MEIUIIMHCKON accomualiy (Jama), BEISIBIICH BHICOKHI
PHUCK KapJIMaabHbIX OCJIOXKHEHUH Yy JIUL C BPOXKIEHHBIM
CYU Q-T c renorumamu LQT2 u LQT3, neunBmmx-
cs P-agpeHoOiiokaTopamu [26].

OT1rM OONBHBIM HA3HAYAIOT JTMI0KAWH, MEKCUTHUII,
¢iekanHUI, KoTopbie 3QQEeKTUBHBI IPU aHOMAIUH Ha-
TPUEBBIX KAHAJIOB M1 HUKOPAHI1JI, BHI3bIBAIOIIMI YKO-
pouenue Q-T npu aHoMaINK KanueBbIX KaHaJoB [16,
19, 20].

[To MHEHUIO psiZia aBTOPOB, MATOrEHETHYECKU 000-
CHOBAaHHBIM SIBJISIETCSI UCIOJIB30BAHUE IIPENAPATOB
maraus. [{oBeIlIeHNE KOHIEHTPAIlMi Maruusi IpuBo-
muT K moayisiiiun HERG kanmeBnix kanamos [16].

B ciayyae Heap(heKTHBHOCTH KOHCEPBATHBHOIO
neyenus BpoxkaeHHoro Q-T (wame mpu LQT2 u LQT3,
MpHOEraroT K XUpyprudeckomy Jiedenuto [3, 12, 13].
AJBTepHATUBHBIM METOJIOM, KOTOPBIA TPUMEHSICTCS
B HACTOSIIEE BpEMs MPU YCTOMYMBOCTH K MEAUKa-
MEeHTO3HOMY JieueHuto BpokaeHHoro CYU Q-T u xpo-
HuveckoM npuodbperernom CYU Q-T, sBnsiercss nm-
IJIAHTALMS TAKUM OOJIbHBIM SJIEKTPOKAPANOCTHMYIISI-
TOpa, paboratoriero B pexkuMax AAIR, VVIR, DDDR
WM KapauoBepTepa-aehudpuistopa [5, 33].

Tepanus Oymyiiero — peKOHCTPYKIMS aHOMAaIHH
TeHoMa.
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