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BPOXJIEHHBM CHMHIOIPOM YIJIMHEHHOI'O

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

Kabempa rocrmrajibHOM Teparni
YO «I'POMHEHCKIMM T'OCYOAPCTBEHHEM MEOMIIVMHCKM YHMBEPCUTET

Bpoowcoennviii (nacnredcmeennulil) cunopom yonunennozo unmepsana Q-T npedcmasnsem coboul yeemuuenue Onu-
menvrocmu unmepsana Q- T, npu KOmopom 603HUKAIOM NAPOKCUIMBI HCETYOOUKOBOT MAXUKAPOUL MUNA «MUPYINLY, MPAHC-
Gopmupyrowuecs 8 UEPULTAYUIO HCETYOOUKOS C PA3GUMUEM CUHKONATIbHbIX COCMOHULL U 8He3aNHOt emepmu. B nacmo-
Awem 0630pe 0600UeHbl Pe3yTbmanmsl UCCAeO08AHUL IMUONO2UL, NAMO2EHEe3d, KIUHUKU, OUASHOCMUKU U JICHEHUsL IMO20

cunopoma.

Knrwoueswle cnosa: eposicoennviii cunopom yonunennozo Q-T, napoxcusmanvhas siceyO00uKko8as maxukapous 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 arrhythmiastorsade de pointes, sudden

cardiac death.

Cunnpom yamuHenHoro nnatepsaia Q-T (CYU Q-
T) npencrasisier co0oi coueTaHue YBETUICHHS U~
tenbHOCTH MHTepBana Q-T Ha crangaptHoit OKI n
nonuMopHO# xxemynouxoBoi Taxukapaun (KT) Tuma
«pyaT» (torsade de pointes).

KT Tuma «mupysT» UMeeT crienuprIecKyro KoH-
¢urypanuio B BHJIe CHHYCOUaIbHOTO U3MCHEHHS aM~
TUIMTYAbI U HAIIpaBJICHUA OCHOBHOI'O BEKTOPA KOMII-
nekca QRS ornocurTensHo 06a30B0# n3oauann JDKI.

[Mapokcuzmel XKT kauHIUECKH TPOSBASIOTCA N -
30[IaMH TTOTEPH CO3HAHUS U HEPEIKO 3aKAHUYMBAIOTCS
(uOpHILTAIIEH KETyI04KOB, SBISIOMIEHCS HENOCpe-
CTBEHHOM IIPUYMHOMN BHE3AITHOU CMEPTH.

B 1856 1. Meissner HaOjoOaN JIEBOUKY C BPOXK-
JIEHHOM TJTyXOTOH, BHE3aITHO [TOTEPSIBITYIO CO3HAHUE U
YMEpIIYIO B IIKOJIE B MOMEHT, KOria el crienaiy myo-
nuYHoe 3aMeuanue. [[Ba ee OpaTa Takyke BHE3AITHO
CKOHYAJIUCh Ha (oHe cTpecca [26].

B 1901 r. Morguio HaGmonan ypyrsaicKyro cEMbIO
B KOTOpOI CEMEpO ACTed BHE3AIIHO IOTEPSIIM CO3HA-
Hue 1 ymepiu: B 1953 1. Muller coobumn 06 n3mene-
Huax OKI y Manpunka ¢ BpoyKJAEHHON TITyXOTOMH, TIpo-
SBISTIOIINXCSL OpaauKapaneil, "3AMEHEHHSIMH CerMeH-
ta ST ywmacHuem natepsana Q-T [26].

B'1957 1. HopBexckue TepareBtsl A. Jervell u F.
Lange-Nielsen BriepBbIe peCcTaBUIH OJTHOE OIHCA-
nue CYUM Q-T kak ceMelHO-HACISACTBEHHOE 3a00-
JIeBaHUe, JUIsl KOTOPOTo OBLITH XapaKTepHbI BPOXKICH-
HadA 11yX0Ta, 3SHAYUTCIIbHOC YIJIMHCHUC HHTCpBaJIa Q-
T na OKTI 1 noBTopHBIE 0OMOPOKH, CBSI3aHHBIE C Ha-
pYLICHHSIMU pUTMa cepana. B psiae ciyyaeB 3tu 00-
MOpPOKH 3aKaHYMBaJIHCh CMEPTHIO OOIBHOTO B JIETC-
KoM Bospacte [28].

B 1963 r. utanbsauckue nccnenosarenu C. Romano
1 c0aBT. onrcany apyroi Bapuant CYU Q-T ¢ snu3zo-
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JaMi OOMOPOKa y 3-MECSYHOU JIEBOYKH, CIYyX y KO-
TOpPOU ObLT HOPMAJBHBIM [29].

B 1964 1. O. Ward coobmmn o CYU Q-T ¢ odbmo-
pokamm, HO 0€3 TIYXOTHI, y WICHOB OJHOW CEMbH
(MaspuMKa, CecTphl U MaTepu). Y Opara u cecTpbl BO
BpeMsi 0OMOpOKa Oblila 3aperucTpupoBaHa (pUOPHUII-
JISTIHST JKETyI09KoB [34].

B 1980 r. Schwartz noka3zan, uro CYU Q-T oriu-
qaeTcsi OOJIBIION BapHaOeNbHOCThIO KITMHUYECKUX
HpOS[BJ'IeHI/Iﬁ ", B 4HaCTHOCTHU, MOXET BCTPCUATHCA Y
OONBHBIX C HOPMAJIbHOM MPOTSKEHHOCTHIO HHTEPBA-
na Q-T (npu 3anucu o0braHOM MoBepxHOCTHOM DKT).
Ot JaHHBbIC UMCIOT 6OJIBIHOC 3HA4YCHUC IJIs1 KIIMHHN-
YeCKOH U Cy/IeOHO-METUIIMHCKOM MPaKTUKU [26].

3a munysmue 30 JIeT KapAUOIOTaMH U KapAHOXHU-
pypramu oIyOJIMKOBaHbI COTHHU CITy4aeB BPOXKICHHO-
roCYUQ-T[7,8,9,13,17,18,31,32,33 u p.].

Camoe 0ombIIOe MPOCIIEKTUBHOE HCCIIEIOBAHHE
cuHapoma Bkiatouaer 328 cemeit (International LQTS
Registry). 147 nanpeHTOB U3 dTHX CeMEH yMepJIH BHE-
3arHo B Bo3pacte 10 50 ner. B 57% cny4daeB cmepTh
HacTymuia B Bo3pacte 1o 20 jer [21, 30].

B Poccun naubonbiee 4ucio HaOIrAeH i ¢ 1aH-
HbIMH cuHApoMaMu K 1999 r. umenocs y MockoBcKko-
ro mpo¢. M. A. IlIkonsHuKOBOM — 148 cemeli. AHanu3
BCEX CITy4JacB BHE3AITHOM CMEpTH oKa3ai, 4To B 68%
CIy4acB OHa HacTymaia B Bo3pacte a0 35 jer [17,
18].

Knaccupurkanua CYU Q-T
CyIecTByeT HECKOIIBKO KPUTEPUEB, TIOI0KEHHBIX
B OCHOBY Kiaccudukarum [ 10-18].
I. ITo aTnonorumu:
1. BpoxxaeHHsii (MAMOMaTHYECKUN, CEeMEHHBIN ):
a) HacJeACTBeHHbIC (POPMBI: cuHApoM JlxepBed-
na-Jlanre-Hunbcena (coueranue MpuUCTYIOB MOTEPU
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CO3HAHUS ¥ BHE3AIIHOW CMEPTU C BPOXKIEHHOM ITTyXO0-
HEMOTO) u cunapoM Pomano-Yopaa (aHanorngasiit
CHHJIPOM 0€3 BPOXKACHHOH TTyXOHEMOTHI);

0) ciopaguueckre GopMbl, 00yCIOBICHHBIC CIIOH-
TaHHBIMHU MYTallUSIMH.

2. [IpuobpereHHbIH (BTOPUYHBIH ):

a) octpeid (yanuuenue Q-T, MpUYMHON KOTOPOTO
SIBIISIETCS OCTPOE COCTOSIHUE);

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

II. ITo KIIMHUYECKNUM IIPOSIBIICHUSIM.

1. beccuHKOMaNbHBIN:

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

0) ckpbiTas Gopma (CHHKOIMAJIbHBIC COCTOSHHUS U
yanuHeHue uatepsaia Q-T He perucTpupyrorcs).

2. CunkonanbsHbii (cobctBenHo CYU Q-T):

a) CHHKOITAJIbHBIE COCTOSHUS Ha (POHE YUTHHEHUS
nnTepBana Q-T;

0) CHHKOIAJIbHBIE COCTOSIHUS B OTCYTCTBHE Y/JIH-
HeHus natepsaia Q-T.

[MonynsmonHas 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 mpoBeneHHbIC HCCIENOBAHUS MTOKA3alH,
YTO B OCHOBE BPOXKAEHHBIX (HacieacTBeHHBIX) CYU
Q-T nexar MyTaluu reHOB, OTBETCTBEHHBIX 32 CHH-
Te3 KOMITOHEHTOB KaJINEBBIX, HATPUEBBIX M KAJIbIIHE*
BBIX KaHAJIOB, KOTOPBIE PEryINPYIOT HOHHBIE TOKH He-
pe3 MeMOpaHy KapIHOMHOIIITOB B MEPUOJ €C-PEro-
nspuzanuu. B nureparype omucaHbl MIeCTh THUITOB
BpoxkaeHHoro CYU Q-T B 3aBUCHMOCTH OT JIOKaJIH-
3aImu MyTHpOBaBIeroreta [19, 22, 23,24, 25,26,31,
32].

1 tunm — rer KVLQT1 (LQT1) Ha KOpOTKOM TLIIE-
ye 11-i xpomocomsl 11p15,5 KoAUpYET CIPYKTYpy O
CyOBETMHHIIBI MEIUICHHBIX KallUeBhIX KaHAJIOB;

2-tun — red H ERG (LQT2) Ha aauHHOM IUIeYe
7-1 xpoMocoMBI 7 g35=36, KOTUPYET CTPYKTYPY O-
CYOBbEAMHHUIIBI OBICTPBIX KAJIMEBBIX KAHAJIOB;

3-ii Tum — rei. SCNSA (LQT3) na xopoTkoM Iujie-
ge 3-if xpomocombl 3p2 1-24 Komupyer cTpyKTypy Oern-
Ka HATPHEBBIX KAHAJIOB;

4-if Tunm —ted LQT4 na mymaHOM 1uiede 4-i xpo-
MOCOMBI 4g25-27 (U3y4eH HEOCTATOYHO);

5-ii m 6-1. TnbI —reasl KCNE1 u KCNE2 (LQTS
u LQT6) na nmunHOM mutede 2 1 xpomocomsr 21222,
1-22, oTBeyarot 3a cuHTE3 -CYOBEMHHILL MEIUICHHBIX
1 OBICTPBIX KAJIMEBBIX KaHAJIOB COOTBETCTBEHHO.

B pesynbrare ykazaHHBIX TeHHBIX MyTallui pa3Bu-
BaeTcs MUC(YHKINS NOHHBIX KaHAJIOB, YTO TIPUBOJAT
K YBEITUUCHHIO BPEMEHH OOIIEeH IIEKTPUIECKON ak-
THBHOCTH KETYJIOYKOB U yIUTHHEeHUIo nHTepBana Q-T
Ha OKI' [6, 14]. Kak ymeHbIlIeHHE aKTUBHOCTH KaJk-
€BBIX KAHAJIOB, TAK M YBEJIMUCHNE aKTHBHOCTH HATPH-
€BBIX M KAJIBIUEBBIX KAHAJIOB IPUBOIUT K TOMY, YTO
VAJTHHSETCS PETIOSIPU3AIMS JKEMYJ0uKoB. [t Kax-
JIOTO JIOKYCa OIUCAHBI JICCATKU MyTalul, IPUBOJIS-
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nmx K BosHUKHOBeHHI0O CYU Q-T. Cunapom Poma-
HO-YopzAa, KOTOPbIA HacleayeTcs Mo ayTOCOMHO-0-
MHUHAHTHOMY THUITY, MOXET Pa3BUThCS MPU HATHYUU
MYyTalliU B JII0OOM M3 1iectu reHoB. Cunapom Jxep-
Benna-Jlanre-Hunbcena, ABissACh OYEHb PEAKUM, Ha-
CIIeyeTcsl TI0 ayTOCOMHO-PEIIECCHBHOMY THILY, pa3-
BHMBAETCs, Korja peOCHOK OT 000UX POIUTEIICH TOITy-
gaeTr mytadTHble TeHB KVLQT1 mm KCNEI1 [16].

[No-BumuimMomy, B pa3BuTuu 3nu3010B JKT Trna «mm-
PY>T» NPUHUMAIOT Y4aCTHE HECKOIBKO MEXaHU3MOB.
[TpuyeM mycKOBBIM (haKTOPOM, CKOpee BCEro, SBIIsi-
FOTCSl TPUITEPHBIC PUTMBI, CBS3aHHbBIC C PAHHUMH I10-
CTHEHOJIAPHU3AIIUAMY, 2 MEXaHHU3M «re-entry» ooec-
MEYMBAET CYIIECTBOBAHNE YCTOWYMBBIX 04aros [4].

JlpyruM MeXxaHW3MOM BO3HUKHOBCHHSI ITAPOKCH3-
MoB KT tuma «mupy>m» npuspoxacaaom CYU Q-T
SIBTISICTCS] COMYTCTBYIOIIASsLB YacTH CJLy4acB JUCILIA-
3Us COCIUHUTEIIbHON TKaHH, KITMHHYECKA MaHU(ECTH-
pyrolasi mpojarcoM CTBOPOK MHTPAJILHOIO UITH TPEX-
cTBOp4aToro kiarana./Pe3koe MpoBHCaHUE CTBOPOK
KJIAIMaHHOTO alHapaTa BhI3bIBAET MEXaHUUECKOE Pa3-
IpakKeHHe MHOKapaa ¢ GopMHUPOBAHHEM SKTOITHYEC-
KOT'0 T€TEPOTreHHOro ovyara Bo3OyxmeHus [5].

PsmoM aBTOpOB)yKa3bIBACTCS TCHETHUYCSCKHU Ipe-
JoTpeeeHHas Poih «aeHUIIUTa MarHus» B GopMHu-
POBaHWU yIIIMHEHHOTO nHTepBana Q-T, couerarorasi-
sl C TUCIUTa3NUel COeNMHUTEIBHOM TKaHu [16].

Kaunuveckasi kapTuHa

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

- 00MOpoKH 1 ymiuHeHune natepeana Q-T;

- ynnuHeHune uHTepBaia Q-T 0e3 CHHKOMAaIbHBIX
COCTOSIHMY B aHaMHE3€;

- CHHKOTIJIIbHBIC COCTOSIHUSI B OTCYTCTBHE Y/JIH-
Henus natepBaia Q-T na DKI, cHATOI B TTOKOE;

- cKpbITas (opMa — «HEMOE», JTATEHTHOE TCUCHHUE
CHHJPOMA, TP KOTOPOM y OONILHOTO HET HU O00MO-
POYHBIX COCTOSHUHN, HU yIiInHeHnsa nurepsaia Q-T.

YacTo Takoi BApHAHT CHHIPOMA MOXHO IUarHOC-
THPOBaTh TOJIIBKO PETPOCIEKTUBHO — TOCJE BHeE3al-
HOW CMEpTU POJCTBEHHUKOB MPOOaHAa, CYATABIINX-
Csl IPAKTUYECKH 37I0POBBIMH.

dakTopsl, MPOBOIUPYIOIIIE 0OMOPOKU: (hr3HIec-
Kast Harpy3ka (48%), THEB, CTpax U Jpyrue CTPecco-
BbIe coctostaud (38%), mnaBanue, oer (22%), yrpeH-
Hee nipoOyxaeHue (16%), pe3kue 3ByKOBbIC pasipa-
xutenn (16%) [4].

OcnoBHoe kinHuYeckoe nposeienue CYM Q-T —
CHHKONaNbHBIE cOCTOAHUSA. OHU COCTOAT U3 TPEX MOC-
JIeNOBATEIbHO CMEHSIONINXCA CTaaui: MPEeICHHKO-
MaJIbHOM, CHHKONAJIbHOM U BOCCTAHOBUTEIBLHOIO NIEPHU-
ona [6]. IlpeacuHKonaIbHOE COCTOSHUE TIPOSIBISICTCS
TOJIOBOKpYKEHHEM, o0IIell BHe3amHOH ci1abocThio,
IMOTEMHEHHEM B TJIa3ax, cepialeOneHueM, OIIyICHH-
€M TSDKECTH 3a TPYAUHOM, «3BOHOM B ymiax». [lepen
MOBTOPHBIM CHHKOIMAIBHBIM COCTOSIHHEM OONbHBIC
HEpEIKO MCHBITBIBAIOT YYBCTBO TPEBOTH, CTpaxa
cmeptd. Bo Bpemsi cOOCTBEHHO CHHKOIAJIBHOTO CO-
CTOSHUA OTMEYAeTcs MOTeps CO3HAHUS MPOIOJIKH-
TENBHOCTBIO OT HECKONBKHUX CEKyHI 10 3-5 MUH (B
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cpenaeM 1-2 mMuH). ['myOokast yTpara co3HaHUS C
apeduieKcreit, cynoporaMu TOHHKO-KIIOHHYECKOTO Xa-
pakTepa, HeMpOU3BOJILHBIM MOYCHUCITYCKAHHEM U JIie-
(ekammeit oTMedaeTcs IPUMEPHO Y TIOJIOBHHBI 00JTb-
HbIX. Hanmuuue cymopor siBisieTcsi KpUTEpUeM TsKec-
TH CHHKOIAIBHOTO COCTOSTHHS, TaK Kak OecCco3HaTellb-
HOE€ COCTOSIHUE COTPOBOXKIAETCSI CYAOPOraMH TOIBKO
MIPH JIOCTATOYHO MPOAOIKUTEIBHON U TITyOOKOM HIIIe-
MHUH MO3Ta. B TOCTCHHKONAILHOM TIEPHOJIE, TIPOIOI-
xaroriemcst B cpeaHeM 0,5-3 4, OONbHBIC UCTIBITHIBA-
0T 9YyBCTBO C1a00CTH, Pa30UTOCTH, COHIMBOCTH, I'0-
JIOBHY0 001b. [TocnenpucTynHbiii COH HaOmOaaeTCs
penKo, ObIBaeT HENPOJIOIKUTEIbHBIM, MOBEPXHOCT-
HbIM. Bo3pact, B KOTOpOM B OOJBIIMHCTBE CITy4acB
BIIEPBbIC BOBHUKAIOT CHHKOMAIBHBIE COCTOSHUS MPH
BpoxaeHHoM CYU Q-T, komnebnercs oT HepBhIX Me-
CATIEB KU3HH 10 16 meT. TspkecTs X MOXKET Hapac-
TaTh B IPEyOepTaHTHOM H ITyOepTaHTHOM ITEPUOJIAX,
a 3ateM ocnabeBarh [5]. CHHKONAIBHBIC TPHUCTYIIBI
BO3HHUKAIOT C Pa3IMYHON YaCTOTOM: Y OJHUX OONBHBIX
OHU OTMEYAIOTCSl HECKOIIBKO Pa3 B JIEHb, y APYrux — |
pas B TOI WJIK HECKOJIBKO JieT (B cpenHeM 2-4 pasza B
ron). Knuanueckast KapTuHa CHHKOIIAJIBHOTO COCTOS-
HUS C CyIOpOraMu HarlOMUHAeT OOJBIION AITHIICTITH-
YecKuid mpunaaoK. OTIUYUsIMA CHHKOITAJIBHOTO COCTO-
staust ipu CYU Q-T sBnsrorest [17, 18] cnemyromue:

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

2. IlpecwHKONAaIbHOE COCTOSIHUE, OTIMYAETCS OT
SMHUIIENITHYECKOH ayphl (OLIYIIEHNE Pa3TUYHBIX 3aIla-
XOB M BKYCOB, JIBUTATENIbHBIC U PEUCBBIC aBTOMATH3-
MBI, TAPECTE3UN PA3TUYHBIX YUYACTKOB TEJa).

3. BeIcTpoe BOCCTAHOBIICHUE CO3HAHUS W' OTCYT-
CTBUE aHAMHECTUYECKUX HAPYILICHHUH B TOCICIIPUCTYT-
HBI! IEPUO]I.

4. OrcyrcTBHUE y OOJBHBIX U3MEHEHUH JIMYHOCTH,
TUIIAYHBIX JJ1s1 OOJIBHBIX ATIAJICTICHCH.

VY psina GONBHBIX MPHUCTYIBI MOTYT HPOTEKaTh Oe3
MOTEPH CO3HAHMS M XapaKTEPU3YIOTCSl BHE3AIHO T10-
SBTISIIOIIIEHCST pe3kol cinabocThio. bonmpHOI Onemne-
T, CaJMTCsl WIN JIOKHUTCS, OTMedaer repebou B pa-
0ote cepalia, 00U B DPYIN WIHSKKUBOTE. Takol cuM-
MITOMOKOMIUIEKC PACHEHHBAIOT KaK DKBUBAJICHT TIpe-
CHUHKOITAJILHOTO COCTOSTHUSE[6].

CuHKONaIEHBIE COCTOSHSI CBS3aHbI C Pa3BUTHEM
HPUCTYIIOB HOIUTOIIHON IAPOKCU3MAIIBHOM KETyn04-
KOBOH TaXHKapIIuu THIIA «THPY>T». OHU OBIBAIOT KO-
POTKUMH, CITOHTAHHO MPEKPAIIAIOIIUMHICS, HO MOT'YT
TpaHC(HOPMHUPOBATHCS B (PUOPHUILIAIIUIO JKEITYI0UYKOB
WJIILACUCTOJIHIO M IPUBECTH K BHE3amHOM cmepTH [ 10,
11,16, 17,21, 27, 33]. 1ns kaxx10ro 6015HOTO MPOBO-
nupyroniie (Gpakropbl HACTONBKO OJHOTHITHBI, YTO B
JaJbHEHIIIeM OH CO3HaTeNbHO cTapaeTcs u3berartb
CHTYAIIHH, CIIOCOOCTBYIOIINX Pa3BUTHIO CHHKOMAJIBHBIX
cocTostHUH [6].

JAuarnocruka
B 1985 1. P.J. Schwarts npemioxkun auarHocTu-
yeckue kpurepuu Bpoxaennoro CYU Q-T [30]. bomns-
e KPUTEPHH:
- YBEIIMYEHUE TPOJIOJDKUTEILHOCTH KOPPUTHPOBAH-
Horo uHtepBana Q-T Oonee 440 mc;
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- CTpecC-WHAYIHPYEMble OOMOPOKH;

- ciy4daun yanuHeHue naTepsana Q-T B cembe.

Mauible npu3HaKH:

- BpOXKJEHHAS TITyX0Ta;

- 3MH30/IBI aNibTepHaIyH 3yona T;

- MEUICHHBII CEpPICUHbI PUTM y JETEH;

- HapylIeHHe TIepro/ia PEMONSAPU3AINH KETyI0d-
KOB.

Ha ocHOBaHMH 3TUX MPU3HAKOB MAarHO3 CTABUTCS
MIPH HAJIMYUH IBYX OOJNBIINX MITH OJHOTO OOJIBIIOTO 1
JIBYX MallbIX KPUTEPHCB.

B nacrosmiee BpeMsi MpOBOASATCS WCCENOBAHMS
O BBISIBJICHUIO XapaKTEpHOH dIIeKTpOKapauorpadu-
YeCKON KapTUHBI TIPU Pa3iIMYHBIX TE€HCTUYECKUX: Ba-
puanTax BpoxaeHHoro CYU Q-T:YcraHOBIEHO, 4TO
s LQT1 xapakrepen yimperubii 3yoew, T, g LQT2
- HU3KOAMIUTUTYAHBIA U ABYropObIit 3yoer T (damie B
JIEBBIX TPYIHBIX oTBeneHusx), ans LOT3 - yamune-
Hue uatepBana Q-T nmpu HopmanbHOM 3yo1e T [16,
18].

HoBpiM MeToJOM TIpeHaTaIbHON MUATrHOCTHUKU
BpoxkneHHoro'CYU Q-T siBaseTcss MarHUTOKapIuOT-
padus o2, MO3BOJISIOMIAS ANATHOCTUPOBATH BPOXK-
nennbiit CYU Q-T BHYyTpuyTpOOHO.

[Tockonbky mpuanHON Bpoxkaennoro CYU Q-T
CITy’KaT U3MEHEHWMsI Ha YPOBHE I'€HOB, JUIS TIOATBEPXK-
JICHUS] AUarHO3a U ONpe/eIeHUs] TCHETHYECKOTO THITa
3a00JICBaHKUSA MOTYT OBITH HCIIOJB30BaHbI METOJbI
FEHETUYECKOW TMarHOCTHKH: BBISIBIICHHE TeHa-KaH 1~
JlaTa ¥ METOJI MMO3UIIMOHHOT0 KIIOHUPOBaHU [26, 25].

[Mpu cunkonanbHOM Gopme BpokaenHoro CYU Q-
T TpynHo npoBecty qud hepeHINaTBHY0 THarHOCTH-
Ky C DMUJICTICHEH, B CBS3H C YeM Yy BCEX OONBHBIX C
CHHKOITAJIbHBIMH COCTOSTHUSIMH M CYTOPOYKHBIM CHH/I-
POMOM, OCOOCHHO aTHITMYHO MPOTEKAIOIINM, HE00XO0-
MO HapsiIy C HEBPOJIOTHYECKUM 00CIIeOBaHUEM
MPOBOJIUTH THIATEIBHOE KapHOIOrHYecKkoe 00cIeno-
Banue [15].

J171s HacJIeCTBEHHOTO «IeUIINTa MarHUs» Xapak-
TEpHO HAIMYKE PEHOTHITUICCKIX MTPU3HAKOB AUCILIA-
3UM COSAMHUTEILHOU TKaH!, CUHAPOM IIPSIMOM CIIMHBI,
MOIBBIBUXH I'OJICHOCTOITHBIX CYCTABOB, CHHJKEHHUE TY]-
ropa KOXH, aCTCHHYECKHI THII CTPOCHHSI KOCTHOTO
ckenera, nedopmanus rpyHON KJIETKH, HATHYUE KITH-
HUYECKUX ITPU3HAKOB IPONATica CTBOPOK MUTPAIILHO-
T'0 ¥ TPUKYCIUIAJIBHOTO KJIanaHoB [4].

Taxk kak Bpoxkaenusiit CYU Q-T B GonbImHCTBE
clly4yaeB SIBIISIETCS HACJICACTBEHHBIM 3a00JIeBaHUEM,
BCEX POACTBEHHUKOB OOJILHOI0 HEOOXOMMMO TINATE b~
HO oOcnenoBath i uckitroueHus y aux CYU Q-T.

IIporuo3. 15-neTHss BEDKUBAEMOCTD MTAIIEHTOB,
HE NIOy4aBIIMX JIEYeHHe Ipu cuHapome Pomano-Yop-
na, cocrapiser 45% [15]. Yacrora cepaedHoil BHE-
3amHOM cMeptu Tipu BpokaeHHoM CYU Q-T moctu-
raer 73% (20% B 1-if Tox mocie MmepBoro 3MU30Aa
riorepu cozHanus u okoino 50% B reuenue 10 jer) [16].

Jeuenue
B Hacrosimee Bpemsi Haubonee ONTUMAaJbHBIM
METOJIOM IIPEOTBPALCHUS HApyIIEHU I pUTMa 1 BHE-
3arHoi cMepTH mpu BpoxaenHoi popme CYU Q-T
SIBIIICTCS IPUMEHEHHE [3-aApeH00I0KaTopoB (IIporpa-
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HOJIOJI, aT€HOJION, MeTotponon) [2, 4, 16, 17, 33].
Br100p 3101 IpyIIel IpernapaToB OCHOBAaH HA TEO-

pUH CHeu(pUIECKOro CUMIIATHYECKOro TucOaiaHca.

[NonoxurenbHbIi 3 dexT 00ycaoBIeH 6J10KaI0H CHM-

MAaTUYECKUX BJIMSHUM Ha cepJle, a TAaKKe yMEHbIIIe-

HHUEM CTENIEHU JUCTIEPCUM PENOJISIPU3ALNN MUOKapAa

JKEITYyAOYKOB, YTO MO3BOJSIET NIPEAOTBPATUTD KU3HE-

YTPOXKAIOIIYI0 apuTMuto. Kak mpaBuiio, HaYMHAIOT C

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

MOBBIIAOT A0 3 Mr/KI. OOLIEnPUHATHIM SABISETCS

JUIUTEIbHBIN, HEPENKO NOKU3HEHHBIHN ITPUEM IIperiapa-

TOB.

Opnnaxo, COTIacHO pe3yibTaTaM TOCTSTHEro, He-
JTABHO 3aBEPIIMBIIIETOCS UCCIICIOBAHNUS, OITYOIMKOBaH-
Horo B ceHTsi0pe 2004 1. B XypHaJle aMepUKaHCKOH
MEIUIIMHCKON accomualiu (Jama), BEISIBIICH BBICOKHI
PHUCK KapJIMaibHbIX OCJIOXKHEHUH Yy JIUI C BPOXKJIEHHBIM
CYU Q-T c renorumamu LQT2 u LQT3, neunBmmx-
cs B-agpeHoOiiokaTopamu [26].

O1rM OONBHBIM HAa3HAYAIOT JIMI0KAWH, MEKCUTHUII,
¢iekanHUI, KoTopbie 3Q(QEeKTUBHBI IPU aHOMAJIUH Ha-
TPUEBBIX KAHAJIOB M1 HUKOPAHI1JI, BHI3bIBAIOIIMI YKO-
pouenue Q-T npu aHoMaINK KanueBbIX KaHaJoB [16,
19, 20].

[To MHEHUIO psiZia aBTOPOB, TATOMEHETHYECKU 000-
CHOBAaHHBIM SBJISIETCSI UCIOJIB30BAHUE IIPENAPATOB
Maraus. [{oBbIlIeHNE KOHIEHTPAIlMi MarHusi IpuBo-
mut K monyisiiiun HERG kanmeBnix kanamos [16].

B ciayyae Heap(hEeKTHBHOCTH KOHCEPBATHBHOIO
neyenus BpoxkaenHoro Q-T (wame mpu LQT2 u LQT3,
MpHOErarT K Xupyprudeckomy Jiedenuto [3, 12, 13].
AJBTepHATUBHBIM METOJIOM, KOTOPBIA TPUMEHSICTCS
B HACTOSIIEE BpEMs MPU YCTOMYMBOCTH K MEAUKA-
MEeHTO3HOMY JieueHuto BpokaeHHoro CYU QT u xpo-
HuveckoM npuodbperernom CYU Q-T, sBnsercs. um-
IJIAHTAIMS TAKUM OOJIbHBIM AJICKTPOKAPMOCTHMYIISI-
TOpa, paboratoriero B pexkuMax AAIR, VVIR; DDDR
WM KapauoBepTepa-aehudpuiropa [S, 33].

Tepanust Oymyniero — peKOHCTPYKIHMS aHOMAJIHH
TeHoMa.
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