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Cundpom yoaunennoeo uumepeara Q—T — 3abonesanue, conposoxcoaroweecs YoiruHeHuem UHmepeand
O-T na IKI, cunkonasbhbimMu COCMOSHUAMU U BbICOKUM DUCKOM BHE3ANHOU cMepmu 6caedcmeue
paseumusi nOAUMOpPHOL JHcenydoukoeoi maxukapouu. Yoaunenue unmepeara Q—T moxucem Ovimv Kak
NePeUUHbIM (2eHemU4ecKy 00YCA08ACHHbIM), MAK U GMOPUYHBIM — BCACOCMBUE NPUEMA DA3AUMHBIX
npenapamos. CeoespemeHHAs OUACHOCMUKA OAHHO20 CUHOPOMA NO380Asem Npedomepamums paseumue
6HE3ANHOI cepOeUHOll cMepmu U HA3HAYUMb A0eK8amHoe AeHeHue.
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The long Q—T syndrome (LQTS) is characterized on the ECG by prolongation of the heart rate corrected
Q—T, syncope and a high risk of sudden death due to the development of polymorphic ventricular tachycar-
dia. Q—T prolongation may be primary (genetically determined) and secondary — due to the reception of var-
ious drugs. Early diagnosis of this syndrome allows preventing the development of sudden cardiac death and
prescribing an adequate treatment.
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BBenenne ITHO/I0THA U IATOreHe3
WHAPOM  ymiIMHeHHoro (Q—T-uHTepBaia Ha cerogusinuii AeHb CUHAPOM YIJIMHEHHOTO
(LQTYS) xapakrepusyeTcsl yIIMHEHUeM UHTep-  Q—T-uHTepBajla paccMaTpUBaeTCsl KaK IpyIia co-
Baja O— T Ha DKI u CKIIOHHOCTBIO K BOBHUKHOBE-  CTOSIHMI, CXOIHBIX IIO ITaTOTeHe3y, KJIMHUYECKOI
HUIO XKEeTYyI0YKOBBIX aPUTMUIA, YTO MOXET IIPUBEC-  KapTUHE, TEYECHUIO U IIPOTHO3Y, 00beAMHEHHBIX
TU K CUHKOIIe, OCTAHOBKE Cep/illa U BHE3aTHOM cep-  OOIIHOCTBIO BJIEKTpoKapaAuorpaduyeckKux IposiB-

neunoi cmeptu (BCC). JICHUI B BUJIE PA3JIMYHOU CTENIEHU YIUIMHEHUS WH-
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tepBajia J—7 B cOUeTaHUU CO CKJIIOHHOCTBIO K pas-
BUTHIO XKM3HEYTPOXKAIOUIMX HAPYILIEHUIA CepAeUYHO-
ro putMa [1-3]. B ero ocHoBe JeXUT aCMHXPOH-
HOCTb PEeToJIsIpU3aliuy pa3jiMyHbIX y4aCTKOB MUO-
Kap/a XeJayJI04yKOB U, KaK CJIEICTBUE, YBEIUUYEHUE
ee oOlIeil mpoaoskutebHOCTU [4, 5]. DaekTpo-
KapauorpauuyeckuM MPU3HAKOM ACUHXPOHHOM
pernoisipu3aliuy MUOKapjaa SIBIsSIeTCSl YIJIMHEHUE
uHtepBana Q— 7T, a TaKKe CTeIeHb €TI0 AUCIIePCUU.

C ¢u3MoIOrnYecKoit TOUKU 3peHUsT TUCTIePCUST
BO3HUKAET MPU HAPYLIEHUU PETOJISIPU3ALIAU MEX-
Iy TpeMs CJIOsSIMM MUOKapia cepilia, korna gasa
penoysipu3aliud MMeeT TEHICHLUIO YIJTUHSITHCS
B cpenHeM cioe [6, 7]. BeaencrBue storo 7-BosiHa
paciuupeHa u uHTepBan mexay Tpeak u Tend npen-
CTaBJISIET OO0 TpaHCMYpaJIbHYIO AUCIEPCUIO Pe-
noaspuzauuu (TAP). IIpu cunapome LQTS TP
YBEJIMUMBAETCS U cO3MaeT (pyHKUMOHATbHbBIN CyO-
cTpar ISl TpaHCMypaJibHOM pueHTpu [7, §].

LQTS saBnsiercss ocHoBoil cuHapoma Poma-
Ho—Yopaa (cemMeiiHOe MPOsIBIEHNUE C ayTOCOMHO-
JOMUHAHTHBIM HacJeJoBaHUeM, YIJIWHEHHBIN
uHTepBanl Q—T U XeJaymouKOBble APUTMUM)
uin cuHapoma MHxepseiuta—Jlanre—HuabceHa
(Jervell—Lang—Nielsen, JLN) (cemeiiHoe mposiB-
JIEHUE C ayTOCOMHO-PELIECCUBHBIM HacCJ€0BaHU-
€M, BPOXJIeHHAasl IJIyXoTa, YIJTMHEHHBI HHTepBaJl
O—T w xenynoukoBas aputmust) [9, 10]. Onuca-
HbI TakXe JBa JIPYTMX CUHApPOMA: CUHAPOM AH-
JnepceHa U cuHApoM TUMOTH, XOTSI 10 CUX IO CY-
1LIECTBYIOT CIIOPBI O TOM, CJIEIYET JIU UX OTHOCUTD
k LQTS [11, 12].

ITpu cunnpome LQTS ynnunenune Q— T-uHTep-
BajJla MOXET MPUBECTUM K BO3HUKHOBEHUIO MOJIU-
MopdHOIT TUpyaTHOI (forsade de pointes) xxemynod-
KOBOM Taxukapauu, KOTopas caMa Mo cedbe MOXeT
CTaTb MNPUYUMHOW (PUOPUIISLIUM KEJIyJ0UYKOB
U BHE3aInHo# cepaeyHoil cmeptu. CumMTaercs, 4To
TPUTTEPOM JIJIsI BOBHUKHOBEHMSI TIUPYITA SIBJSIETCS
peakTHUBalLIMsl KaJbLIMEBbIX KaHAJIOB, pPEaKTHUBALIMS
3aJIep>KKM HAaTPUEBOTO TOKAa WJIM YMEHbIIEHUE
BHEILHETO KaJIMEBOTO TOKA, YTO MPUBOIAUT K paH-
Heit noctaenosspudauuu (PITI) u B ycnoBusix no-
BbilieHHOI TP 0ObIYHO accouuupyeTcsi ¢ IJIU-
teabHBIM OQ— T-untepBaiiom [13—15]. TP saBnsaer-
csl (PyHKLIMOHAJIBHBIM CYOCTpaTOM PUEHTPU IS
COXpaHEeHMUs TUPYITHOM Taxukapauu. OHa He TOJIb-
KO obecrieunBaeT cyocTpar JAjisi pUeHTpH, HO U yBe-
JuumnBaeT BepossTHOCTh PII, nHULMUPYS TTUPYIT
C TIOMOUIbIO YAJIMHEHUS BPEMEHHOro OKHa,
MpU KOTOPOM KaJbliMeBble KaHalIbl OCTAIOTCSI OT-
KpHIThIMU [ 16—18]. JIt060#1 TOMOJHUTEIBHbBIN (haK-
TOp, KOTOPBI MPUBOAUT K YCKOPEHUIO PEaKTHBA-

LI KaJblLMEeBbIX KaHaJIOB (HAIpUMEpP, YCUJICHUE
CUMIIAaTUYECKOM HEPBHOI CHUCTEMBI), YBEINUMBAET
puck pasutus PIT/ [19, 20].

lenemuueckue ocrnogot

Kak usBectHO, cunapom LQTS sBasieTcs pe-
3yJIbTaTOM MYTallUii psiia FTeHOB, KOAUPYIOLIUX Oe-
KA TpaHCMEMOpAaHHBIX KaJlWeBBIX, HATPHUEBBIX
1 KaJIbLIMEBbIX MOHHBIX KaHAJIOB, KOTOPbIE BhI3bIBA-
10T MX aHOMAaJIBHYIO KWHETUKY. M meHTndnnmpona-
HbI 10 MeHbleit Mmepe 10 Takux reHoB [21—23]. Oc-
HOBBIBasICh Ha T€HETHMYECKUX NAHHBIX, BBIICIISIOT
6 TunoB cuHapoma Pomano—Yoppaa, 1 T cuHapo-
Ma AHnepceHa, | Tun cuHapoma TuMoTH U 2 TUMa
cunapoMa JIxepsemta—J/lanre—Hunbcena (Taour. 1).
3amemieHre OTKPbITUS KajlueBbIX KaHaaoB B LQT1,
LQT2, LQTS5, LQT6, JLN1 n JLN2 u 3amepxKkKa 3a-
KpbITUs HatpueBoro kaHama B LQT3 mpuBopst
K TMepen30bITKY KJIETOK MUOKapaa ¢ MOJOXUTEb-
HBIMU MOHAMMU.

B GonblIMHCTBE ciyyaeB BCTPEUYAIOTCS CIIEIyIO-
mwue ¢opmbl LQTS: LQTI, LQT2 u LQT3 — B 45,
45 m 7% cnydaeB COOTBETCTBeHHO [24, 25].
IMpu LQTS ymmmnenue narepsaia O— 7T mmpoucxo-
IIAT M3-3a TePerpy3ku KJIETOK MUOKapaa IOJIOXKM-
TEJbHO 3apsKeHHBIMU MOHAMU BO BpeMsl Peroisi-
pm3anmu. B LQT1, LQT2, LQTS, LQT6 m LQT7
KaJueBble KaHaJbl 3a0JIOKMPOBAHbBI, OHU OTKPbIBA-
I0TCSI C OTMO3JaHUEM WJIM OTKPBIThI B TeYEHUE KO-
POTKOTO TMeproga OTHOCUTEIbHO HOPMAaIbHOTO
(PYHKLIMOHUPOBAHUSI. DTU M3MEHEHUS BBI3BIBAIOT
YMEHBIIIeHNe KaTUeBOTO TOKa HaApyXKy KJIETOK 1 YII-
JIMHSIOT (hasy perosipu3aluu.

LOT1

IIpu cungpome LQTI1 ren KCNQI1 (KvLQT1)
KoIaupyeT yacTb IpoTenHoB IKs MenjieHHO MHAKTU -
BUPYIOLIMX KaHaJIOB, KaHaj 3aJep>KaHHOTO BbI-
npsmiaeHus. Boisipieno 170 myTauuii (daie BCEro
MUCCEHC) aToro reHa. MIx adekr — yMeHblleHue
Hapy>KHOTO KaJuleBOro Toka. Takum oOpa3oM, Ka-
HaJIbl OCTAlOTCSI OTKPBITHIMU A0JIbIIIE, YEM OOBIYHO,
YTO MPUBOAUT K 3a/JepKKe Pernoisipu3alnu Xesy-
JIOYKOB 1 yIIMHEHUIO nHTepBaia O— T [26].

LOT?2

ITpu LQT2-tune ren HERG (KCNH?2) konupy-
€T YacTb NMPOTEUHOB OBICTPO AaKTUBUPYIOLLIMXCS Ka-
HajoB IKr, ObICTPO MHAKTUBUPYIOIINXCS KAaHAJIOB,
KaHaja 3aJepXXaHHOTro BbIMpsIMJICHUSI. MyTaluuu
B 3TOM T'€HE BbI3bIBAIOT OBICTPOE 3aKPbITUE KaJIUe-
BbIX KAHAJIOB M YMEHbIIAIOT HOpMaJibHbI# pocT IKr.
DTO TakXke MPUBOIUT K 3aJepXKKe pernoisipu3aliuu
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Taonuma 1

I'enernyeckue dopmsl cunapoma LQTS

[MopakeHHBIIT MOHHBIN TOK

Tun LQTS XPOMOCOMHBII JIOKYC MyTaHTHBI TeH

LQT]1 11pl5.5 KVLQT1 nim KCNQI
(reTepo3UroTHI)

LQT2 7q35-36 HERG, KCNH2

LQT3 3p21-24 SCNS5A

LQT4 4q25-27 ANK2, ANKB

LQTS 21922.1-22.2 KCNEI (rerepo3urotbl)

LQT6 21q22.1-22.2 MiRP1, KNCE2

LQT7 (cunapom AHaepceHa) 17923.1-q24.2 KCNJ2

LQTS (cunapom Tumotn) 12q13.3 CACNAIC

LQT9 3p25.3 CAV3

LQT10 11g23.3 SCN4B

LQT11 7q21-q22 AKAP9

LQTI12 — SNTAI

JLNI1 11pl5.5 KVLQT1 nnu KCNQI1
(rOMO3UTOTHI)

JLN2 21q22.1-22.2 KCNEI1 (romo3urotsr)

Kanuessriii (IKs)

Kanuessrit (IKr)
Hatpuessrii (INa)

HatpueBblii, kKanueBblit
U KJIbLIMEBbIA

Kanuessrii (IKs)
Kanuessrit (1Kr)
Kanuessbrit (IK1)
Kanbiuessriit (ICa-Lalpha)
Hatpuessrit (INa)
Hatpuesbiii (INa)
Kanuesnbriii (IKs)

Hatpuessrit (INa)

Kammessrit (1Ks)

Kammessrit (IKs)

B 3KellylouykKax U yIJWHEeHUIo uHTepBana Q—7.
B sToM reHe Obu1O0 0OHapyxkeHO okojo 200 myra-
uuii [27].

LOT3

BosnuknoBenune LQT3-Tumna BbI3bIBaeTCS MY-
tanusimu reHa SCNSA, oTBevalolero 3a KoampoBa-
HUe OeJIKOB HAaTpUeBOro KaHaja. Myrtauusi TUIla
gain of function BbI3bIBaeT CTOMKUI BHYTPEHHUIA Ha-
TPUEBBIN TOK B (pa3e maTo, YTO CIIOCOOCTBYET IJIM-
TeJbHOU penosisipuzauuu. Hexkotopble MyTanuu
THIIa loss of function B TOM K€ TeHe MOTYT IIPUBECTU
K pa3U4YHbIM COOBITUSIM, B TOM YHUCJIE CUHIPOMY
bpyraga. bnuto BeIsIBIeHO Oojiee S50 MyTtanmii
B 9TOM reHe [28].

Y HEeKOTOpPBIX MALMEHTOB ObLIM BbISIBJICHBI O€JI-
KM KaBEOJWHBI, OTBETCTBEHHbBIC 3a MOBBIIICHHBIN
HatpueBblit TOK B LQT3. KaBeoJibl SIBISIIOTCS Ma-
JbiMU (50—100 HM) MUKpPOIOMEHAMU, CYILIECTBYIO-
UM Ha MeMOpaHe pa3U4YHbIX KJIETOK, B TOM
Yucie KapIUOMHUOLUMTOB U (pubpobiacToB. B yact-
HoctH, TeH SCN5A oTBETCTBEHEH 3a KOOAUPOBAHUE
MOTEeHLIMAI3aBUCUMBIX HATPUEBBIX KaHAJIOB, B KO-
TOPBIX ObUIM BbISIBJIEHBI OSJIKU KaBEOJI, TOKAJIU3YI0-
muecs Ha MmeMOpaHe. TakuM o0pa3oM, OTCYTCTBHUE
WIM aHoMajbHOe (DOPMUPOBAHUE KAaBEOJ MOXET
MMETh OIpeIe/IEHHOE BO3ICICTBHE Ha IIPUTO-

HOCTb HaTpueBbIX KaHamoB. Hampumep, M. Vatta
et al. [4] mokazanu, yto npu LQT3 npoucxoast my-
TalUM IIPOTeMHAa KaBeoJMHAa-3 M 4YTO OHU MOTYT
MPUBECTU K YBEIMYEHUIO TTO3HETO HATPUEBOTO TO-
ka. KaBeoJsibl IpUCYTCTBYIOT B MeMOpaHe pa3iny-
HBIX TUIIOB KJIETOK M YYaCTBYIOT B KJIETOYHOI aK-
TUBHOCTU. TakuM 00Opa3oM, WX HapylleHMs, KakK
OXXMIAeTCs, OYOyT CBSI3aHbI C MYJILTUCUCTEMHBIMU
3a00JIeBaHUSIMU.

Hampumep, A. Rajab et al. [5] coob1imim o reHe-
TUYECKMX MYTaLIMSIX, IIPUBOISIINX K AedeKTaM Ka-
BEOJI B CEMbSIX C F€HEPAJIM30BAHHOW BPOXIAECHHON
unonuctTpodueil, KOTOpble MMEIOT psii CUCTEM-
HBIX TIPOSIBJCHUM, TaKUX KaK TUMepTpoPUIecKuii
CTeHO3 MpPUBpPATHMKA, HapylIeHUs oOpa3oBaHMSI
KOCTe, XKeJTyT0YKOBbIC apUTMUM 1 BHE3aIIHAsI Cep-
nedHas cMepTh. TOT (pakT, 4yTo MyTallMu B OeJIKax,
CBSI3aHHBIX C MOHHBIMM KaHaJIaMU, MOT'YT IIPUBECTU
K MCUYE3HOBEHMIO caMUX KaHajJoB Ha MeMOpaHe U,
clieoBaTeIbHO, 3HAYUTEJbHBIM U3MEHEHUSIM 00-
IIeTO TOKAa, J00ABUJI HOBYIO TeMy IJISI MCCJIeI0Ba-
HUII TeHEeTUYECKUX OTKJIOHEHWI, NPUBOASIINX
kK LQTS [29].

LOTH4

ITpn LQT4 ren ANK2 (ANKB) konupyeT mpo-
TeUH aHKUPUH-B. AHKUPUHBI SBJISIIOTCS afanTepa-
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MU O€JIKOB, KOTOPBIE CBSA3BIBAIOTCS C HEKOTOPBIMM
0eIKaMM MOHHbBIX KaHAJI0B, TAKUX KAK OOMEHHUKH
aHUWOHOB (xJlopujga U OukapOoHarTa), HaTpuUii-Ka-
nveBas ageHo3uHTpudocdaraza (ATdaza), mo-
TEHIIMAJYyBCTBUTEbHbBIC HATPUEBbIE KaHaJbl
(INa), Hatpuii-kanblueBbiit 0OMeHHUK (NCX wiu
INA-Ca) u kaHaJ BBICBOOOXKIEHU S Kablus (B TOM
Yyucie OMOCPeAOBAaHHOTO pelenTopamMu sl UHO-
sutonrpudocdara (IP3) wim puanoguHOBOTO pe-
uenrtopa) [30].

MyTtanum B JTaHHOM T'e¢He MOTYT U3MEHSATh pa-
00Ty HECKOJIbKMX U3 9TUX MOHHBIX KaHaJIOB. B Ko-
HEYHOM CUeTe YyBeJIMYMBaeTCsl BHYTPUKICTOUHAS
KOHIICHTpAIMS KaJbLMs, YTO MOXET IIPUBECTH
K daTtaabHONW apuTMuM. BbIsIBIEHO 5 MyTauuii
atoro reHa. Cunapom LQT4 uHTepeceH TeM, UTO
OH SIBJISIETCS XOPOIIMM IMPUMEPOM TOTO, KaK My-
Taluu OEJIKOB pa3HbIX KaHAJIOB (Hapsiay ¢ Oejka-
MM HMOHHBIX KaHaJIOB) MOTYT OBITH BOBJIEUEHBI
B matoreHe3 LQTS.

LQOTs, 6,7, 8,9, 10

ITpu LQTS, xak u nipu LQT1, reH xogupyer
O0enku kanueBoro kaHajna IKr, onHako nmpu LQTS
MIPOUCXOIUT YMEHBIIIEHE HAapY>KHOTO TOKa KaJus
n ymmmHenne Q—T-wnrtepBana. [Ipu LQT6 mpo-
ucxonut myTauus B reHe MiRP1 (KCNE2), koro-
pBINi KogupyeT OeTa-cyObenMHUILY KaJMeBBbIX Ka-
HanoB MinK — cBs3anHbiii potenH 1 (MiRP1).
KCNE2 xomupyeT 0OeTa-cyObeAMHUILY KalWeBBIX
kaHajoB IKr.

Ien LQT7 (KCNIJ2) komupyeT 2-if IpOTeNH Ka-
JIMEeBOTO KaHajia, KOTOPBI UrpaeT BaXKHYIO POJIb BO
BHyTpeHHeM pernossipusytonieM Toke (IKi), oco-
OeHHO B 3-1i (paze moreHIMana aeicTBusa. B aTom
TUNE yaIuHeHue uHTtepBasia O— 7T MeHee 3aMeTHO,
9YeM B IPYTUX, a MHOTIA OH B TIpenetax HopMEbI. [1o-
CKOJIbKY 2-i1 IPOTEMH KaJMeBOro KaHajla 3KCIpec-
CHUpYeTCS B CepAeUYHON 1 CKEJETHBIX MBIIIIIAX, CUH-
IpoM AHIEpceHa acCOIMUPOBAaH C AHOMAIMSIMM
CKEJIETHON MYCKYJaTypbl, TaKUX KaK HU3KOPOC-
JIOCTb 1 cKoJIno3 [31].

Myrauuu ipu LQTS8 B rene CACNAIC npuBo-
JISIT K OTCYTCTBMIO L-Tumna KaJibLIMEBOTO TOKa.
J1o cux mop OBIJIO 3apEeTUCTPUPOBAHO OIPAaHUUYCHHOE
quciIo ciaydaeB cuHapoMma Tumotru. OHM accouuu-
pOBaHBI C TAKUMHU aHOMAJIMSIMM, KaK BPOXKICHHBIE
MOPOKMU CepJilia, KOTHUTUBHBIE U TOBEACHYECKUE
HapylleHus, 3a00JieBaHUSI OMOPHO-JBUTAaTEIbLHOIO
amfrapara ¥ MMMYHHOM cuctemsl [32].

[Tpu LQTY reH KxonupyeT KaBeoJUH-3, KaBeo-
JISIPHBI KOMITOHEHT OeJIKa IJIa3MaTU4eCKOU MeM-
OpaHbl, YYacCTBYIOIIMA B CTPOCHUU OEIKOBOTO

kapkaca. C 3TUM OeJIKOM CBsI3aH MOTEHIIMAN3aBU-
cUMBbIii HaTpueBbI KaHaia (NaV b3). dyukuno-
HaJIbHbIE MCCEAOBAaHMS TMOKA3aau, 4YTO MYyTalluu
KaBeoJIMHa-3 CBsI3aHbl C MEPCUCTUPYIOLLIUM TTO31-
HUM HaTPUEBLIM TOKOM U OBLIM 3apeTUCTPUpPOBa-
HBI B CJIy4asiX BOSHUKHOBEHUSI CUHIpOMAa BHe3ar -
Hoit netckoit cMeptu. LQT9 u LQT4 ciyxat npu-
mepamu cuHapoMa LQTS ¢ HekaHalOBBIMU
myTtauusmu [33].

ITpu LQT10 HoBast mytauus B reHe SCNS, konu-
pytoieM 6eok NaV b4, cyobenTMHUILY ITOTSHILIMAT -
3aBUCHMOI0 HAaTpHUEBOro KaHaja cepaua NaV 1.5,
MPUBOAUT K MOJOXUTETbHOMY CABUTY B MHAKTUBA-
LIMM HaTpueBoro Toka. Ha gaHHBIE MOMEHT ObLia
OITrcaHa TOJBKO OJHA MYTAIlUs Y OMHOTO TallMeHTa.

Mymauus eena, kodupyroueeo
anvpa I-cunmpogun

Hosgeiilasi reHeTM4eckasi MMCCEHC-MYTallMsl,
cBa3anHasg ¢ LQTS, Ob1a ommcaHa B reHe, KOTO-
phIit KonupyeT anbdal-cuHTpoduH. OHA TPUBOIUT
K YBEJIMYEHUIO (DYHKIIMU HATPUEBOTO KaHajla, aHa-
JIOTUIHOMY TOMY, uTO Habonaercs npu LQT3 [34].

Cundpom LQTS, undyuuposannolii
AEKapCcmeeHHbIMU npenapamamu

BropuuyHoe (MenMKaMEHTO3HO WMHIYLIUPOBaH-
Hoe) ymauHeHue Q—T-uHTepBaja MOXKET TaKXKe
YBEJIWYUTb PUCK BO3HMKHOBEHUS KEIYI0YKOBOW
TaxyuapuT™MUuu (Harmpumep, TpeneTaHue u GuopuI-
JISIIUST KeJyIOUYKOB) M BHE3alHOW cepaeuyHou
cMmepTu. MOHHBIN MeXaHW3M aHaJIOTUYEH TOMY, YTO
HabmomaeTcs npu BpoxneHHbIx LQTS, To ecTh
B OCHOBHOM 3TO BHYTPEHHsIsl 0JioKaga KaJueBOTrO
OTTOKA.

B nononHeHue K JiekapcTBaM, KOTOpPbIe MOTEH-
LIMAJIBHO MOTYT YIUTUHUTh MHTepBasl O— T, cylecT-
BYET HECKOJILKO (PAaKTOPOB:

— JKEHCKUI 1oJI;

— BJIEKTPOJIUTHBIE HAPYLIECHUS (TUITOKATUEMMUST

U TUTIOMarHuemMusi);

— TUIOTEPMMUS;

— HapyueHue QYHKIMU IIIMTOBUIHOM XeJie3bl;

— CTPYKTYpHBIE OOJIE3HU CEPLIA;

— Opagukapausl.

Vmmnenne natepsana 0— T, BbI3BaHHOE IIpemna-
paTtamu, TakXe MOXET MMEeTb FeHeTUYeCKUii (poH,
COCTOSIIIIMIA B MPeapaciofoXXeHHOCTH MOHHBIX Ka-
HaJIOB K aHOMAaJIbHOM KMHETUKE, BEI3BAHHOI MyTa-
uel reHa iy noaumopdusmoM. Tem He MeHee
B HacTosilliee BpeMsi HeJJOCTaTOUHO JaHHbIX LIS YT-
BEpPKIACHMSI, YTO BCE TALIMEHThbl C JIEKAPCTBEHHO
WHAYLUMPOBAHHBIM YUIMHEHHBIM J— T-MHTEepBaJIOM
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nmeroT cuHapoMm LQTS, cBsi3aHHBINA C TeHeTUYEeC-
KUM MEXaHU3MOM.

AnuIEeMHUOIOT U

Ha maHHBIIT MOMEHT CYIIECTBYET TUIIOAUArHOC-
THUKA CUHApOMAa ymJnHeHHoro (Q—T-uHTepBaja.
DT0 cBsi3aHO ¢ TeM, 4To 10—15% HocuTeneir MyTa-
WU B TeHAX MMEIOT HOpMaJIbHbIEe 3HAUYEHUST KOPPH-
rupoBaHHoro Q—T-uHTepBana. PacrmpocTpaHeH-
HocTh LQTS TpymHO olleHMTh, OMHAKO B HACTOSI-
lee BpeMsl YacTOTa OMATHOCTUKM CUHApPOMA
yBennuuBaeTcsi. LQTS BoisBasieTcst B 1 ciaydyae u3
10 000 [35].

Cmepmuocmp u 3a604eeaemocmp

Cungpom LQTS moxeT mpuBeCTM K CHHKOIE
Y BHE3aITHO# CepleyHOI CMEepPTH, UTO, KaK MpaBU-
JIO, MPOUCXOAUT Yy 3I0POBBIX MOJIOABIX JIIOJEH.
B CIIA ot LQTS exxeronHo ymupaoT okoJjo 4000
yesjgoBeK. KyMyasITUBHBIN MoKazaTejlb CMEPTHOCTU
Jnocturaet npumepHo 6% B Bo3pacte 40 jer [27].
XoTsl BHe3amHasg CMepTh OOBIYHO TMPOUCXOAUT
Y CUMITTOMATUIHBIX 00TBHBIX, B 30% ciydaeB BCC
HaCTYIaeT Mocje NeEPBOro 3MMU30Ja CUHKOIE. DTOT
¢axT momuepkmMBaeT BaxkKHOCTb AuarHocTuku LQTS
B IOCUMIITOMHOM Tlepuojie. B 3aBucuMOCTU OT TU-
a CyLIECTBYIOLIEH MyTalluy BHe3aITHasl cepieyHast
CMEpPTh MOXKET MPOU3OUTU BO BpeMs (hU3MUYECKUX
yIpaXHEeHUI, SMOLIMOHAJIBHOTO CTpecca, B COCTOS -
HUM TTIOKOST Wi cHa. Ecth cBs3b Tvima LQT4 ¢ mapok-
CU3MaJIbHOM MepLaTeJbHOM apUTMUEHA.

MccrnenoBaHus T1oKas3alu CHUXEHUE pPHUCKa
BCC nHa ¢onHe MeauKaMEHTO3HOI Tepanuu IIpu
LQT1 u LQT2 o cpaBHenuto ¢ LQT3. Hesposoru-
YeCcKU# AedULIUT Mocjie 3MU3010B OCTAHOBKU CEeP/I-
112 MOXET OCJIOXXHUTh TeueHue 0O0JIe3HMU.

Bausanue noaoesoii npunaoaexcnocmu

LQTS wuamie AWarHOCTUPYETCS Y KEHIIWH
(60—70% cnydgaeB). IlpeobOmamanne OOJBHBIX
JKEHCKOI'O MoJla MOXET ObITh CBSI3aHO C TeM, YTO
¢ TToMoIbio dopmyasl bazerra y KeHIINH BBISIB-
JsieTcss uHtepBan O—7T, OTHOCUTEIbHO YIJMHEH-
HBII TT0 CPaBHEHUIO C TAKOBBIM Y MYXXUYMH, XOTSI
MPU 3TOM CMEPTHOCTh CPEIM MOJIOABIX MYKIMH
BhILIE [24, 25].

Y XeHIIH 6epeMeHHOCTh He YBeTMYMBaeT Jac-
TOTY CEPAEYHO-COCYIUCTBIX COOBITUI, B TO BpeMs
KakK B ITOCJIEPOIOBOM MEPHUOE TAKON PUCK CYIIECT-
BEHHO TTOBBIIIIACTCSI, 0COOEHHO B IOATPYIIIIC Al -
eHToK ¢ LQT2. CepneuHble COOLITHS TECHO CBsI3a-
HBI ¢ MEHCTpyanueil. Bbuto BBISIBIEHO, UTO PHCK

CepAEUYHO-COCYIUCThIX COOBITUI (TJIaBHBIM OOpa-
30M B BHIE MOBTOPSIIONINXCST SITM30I0B CUHKOIIE)
3HAUUTEJbHO (B 3—8 pa3) BbIlle Y XKEHILUH ¢ CUH/I-
poMom LQT?2 Bo Bpemsi 1 miocjie Hauajia MeHOTay3bl
10 CPABHEHUIO C PEMPOAYKTUBHBIM BO3PACTOM.

Bausnaune BO3pacTa

OOBIYHO CEePAEUYHO-COCYIUCThIE COOBITUS (CUH-
KOTle, OCTAaHOBKA CEPACYHON NesITeTbHOCTU, BHE-
3arHasi CMepTh) BO3HUMKalOT y mauueHToB ¢ LQTS
B IETCKOM, TOAPOCTKOBOM WJIM IOHOIIIECKOM BO3-
pacte. Tem He MeHee 3TOT CUHAPOM ObLIT MIEHTU-
GUIIMPOBaH M Y B3POCIBIX B KOHIIE TISTOTO IECITH -
netus xu3Hu. Puck cmepty ot LQTS B Bo3pacte
muaaiie 10 JeT y MaJIbuMKOB BBILIE, YEM Y I€BOYEK;
ITOCJIe 9TOTO PUCKU OMMHAKOBBIC.

Kinunanueckue oco0eHHOCTH

Cunapom LQTS, kak npaBuio, IMarHOCTUPYET-
¢ 1ocJie TOro, Kak YeJIOBEK MEPEHeC CEPIEUYHOE CO-
ObITHE (CMHKOIIE, OCTAaHOBKY cepaua). B HekoTo-
peix curyauusx LQTS mumarHoctupyercs mocie
BHE3alHOW CMepTu uesioBeka. MHorma nuarHos
LQTS ycranapiuBaetcs 1o yIJIMHEHUIO MHTepBaJia
Q—Twna OKI.

AHaMHe3 cepJeYHbIX COOBITUIA SIBJISIETCSI HAN0O-
Jiee TUIUYHBIM KJIMHUYECKUM TPOSIBJICHUEM Y Ta-
mueHToB ¢ LQTS. ®usnueckue yrpaxkHeHUsI, Ia-
BaHME WJIM SMOLIMU MOTYT BbI3BaTb CepleUYHbIE CO-
OBbITHS, HO OHU TakKXe MOTYT BO3HUKATb BO BpeMsl
cHa. MHuumupyouye ¢hakTopbl HECKOJbKO OTJIM-
4aloTCs B 3aBUCUMOCTH OT FeHOTUMNA. Y MallMeHTOB
¢ LQT1 cepneuyHbIM COOBITUSIM OOBIYHO TTPEAIIECT-
BYIOT (u3nuuecKue YMNpaxHEeHUs WIW TlJIaBaHue.
BHesanHoe Bo3aeiicTBUE XOJIOJHOM BO/bI HA JIUIIO
MauMeHTa, Kak moJjiaraloT, BbI3bIBalOT BArOTOHUYEC-
kuii pediaekc. ¥ namueHtoB ¢ LQT2 aputmus mo-
JKET TIOSIBUThCSI MOCJIe SMOLMOHAIBHOTO TepeXku-
BaHWUSI, YIIPaXKHEHWSI WM BO3IEUCTBUSI 3BYKOBOTO
paznpaxutens (Hampumep, IBEPHOrO WU Teje-
¢doHHOro 3B0HKa). Y mauueHToB ¢ LQT3, kak mpa-
BWJIO, Cep/ieuHble COOBITUSI BO3ZHUKAIOT BO BpeMs
HOYHOTO CHa.

[ToTeps cyxa (TYyroyxocTh) y HallMEHTA 1 WICHOB
€ro CeMbU MOXET YKa3blBaTh HA BO3MOXXHOCTb HAJIU-
ynst cuHapoma Jxxeppeina—Jlanre—Hubcena [8].

Nnudopmanuss o ToM, Kakoe JieueHue IIPOBO-
IUTCS y TallMeHTa, UMeeT pellalollee 3HaueHUe
st iuddepeHInaibHON TMarHOCTUKU BPOXKIEH-
Hbix LQTS u jekapcTBEHHO MHIYLMPOBAHHOIO
yuauHeHus1 uHTepBajia Q— T (KOTOpoe Takxke MO-
>KET UMEeTh reHeTuuyeckuil hoH). CeMeilHblii aHaM-
He3 TMepeHeCceHHOM OCTaHOBKM cepjilla U BHe3ar-
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HOIi CMepPTU, OCOOEHHO B MOJIOJIOM BO3pacTe, MO-
JKEeT yKa3blBaTh Ha BPOXIEHHbBIN (CeMeiHbIl) Ba-
puant LQTS.

Mnddepennnanbaas AHarHoCcTHKA

Huddepenumanbabie nuardHo3sl LQTS BKIIOYaloT:

— MeIMKaMEHTO3HO MHAYLMPOBAHHOE YIJUHE-
Hue uHtepsBana Q—T;

— ymiuHeHue Q—T-uHTepBaia BCIEACTBUE Ha-
JINUMS Ipyrux 3a0ojieBaHUii, HAlIpUMep WH-
(apkTa Muokapaa, KpOBOU3IUSHUS B MO3T;

— CHUHKOIIE;

— Ba3oBarajibHble CUHKOIIE;

— CyIlOpoTH;

— BHE3aITHYI0 CepJeYHYI0 CMEPTb.

B npyrux ciyyasx y 310poBbIX JTIOAEH NPUUMHOMI
CUHKOIIe, CEpIEeYHOro MpHUCTyNa WM BHE3aITHOM
cMmeptu kKpoMe LQTS Takske MOryT CTaTh TUIIEPTPO-
(uueckas xapauomuomnaTtus, cuHapoMm bpyrama
W apuUTMOTEHHasl IUCIIa3usl MPaBOTO XKeJyaouka
[15, 16].

ZII/IaI‘HOCTI/IKa u 06c11e,u013anne

HaHHble OOBEKTMBHOTO OOCIeNOBaHUS, Kak
MpaBuJiO, HE TIOMOTalT YCTAHOBUTbH JIMArHoO3
LQTS, xoTs1 y HEKOTOpPbIX MallMEHTOB MOXKET Ha-
OnrogaThesl Upe3MepHas OpamukKapausi, He Xapak-
TepHasi 71 JaHHOTO Bo3pacTa. BpoxaeHHast riyxo-
Ta y 4acTW TMalMeHTOB MOXET CBUIETEIbCTBOBATDH
O BO3MOXHOCTU cuHApoMa JIxepBemna—JlaH-
re—HwuibceHa. AHOMaAMIMKM CKEJIETHOW MYCKYyJaTy-
PbI, HEBBICOKMI POCT U CKOJIMO3 Y OOJbHBIX acco-
nuupoBaHbl ¢ TunoM LQT7 (cuHapom AHiepceHa);
HaJInyue BPOXIAEHHOTO MOpoKa cep/iia, KOTHUTUB-
HBIX M TOBEIEHUYECKMX HapylIeHUWI, 3a0ojieBaHUI
OINOPHO-JBUTaTE/IbHOTO armnapara U MMMYHHOM
JUC(YHKIIMM XapaKTepHO JUIsI OOJbHBIX C TUIIOM
LQTS8 (cunapom Tumotn) [8].

[lepedyeHb qMarHOCTUYECKUX MPOLEAYD Y Malu-
eHTOB ¢ nopo3peHueM Ha LQTS:

— HccleJ0BaHME YpOBHEW Kajliusi U MarHus
B KPOBU;

— wucclienoBaHue (pyHKIMU IIMTOBUIHON XKeJe3bl;

— aJIeKTpoKapauorpadus naudeHTa U 4ieHOB
€ro CeMbH;

— ¢hapMakojioruueckasl mpoBoKalus ¢ aapeHa-
JIMHOM WJIM U30MPOTEPEHOJIOM y MAllMEeHTOB C T0-
TPAaHUYHBIM TMPOSIBJIEHUEM;

— TE€HETUYECKOE MHCClieoBaHUE
U YJIEHOB €T0 CEMbM.

HeoOxomumo peryjasipHO IIpOBEpSITh YPOBEHb
CBIBOPOTOYHOI'O Kajusi (a WMHOrAa W MarHus)
U (QYHKIMIO IIMTOBUIHOMN Kejie3bl y MalKMeHTOB

nanmeHTa

¢ LQTS, nepeHecminx cepacyHble COOBITHS, YTOObI
WUCKIIFOUUTh BTOPUYHbIE MPUYMHBLI HAPYIIEHUS pe-
MOJISIpU3alAN.

Dopmyaa bazemma

AHanm3 TMPOAOIKUTEIBHOCTH PETIONSIPU3AIINN
(O—1Tc) v moponorun Ha KT maumenTa u KT ero
POICTBEHHMKOB YaCTO TIPUBOAMT K TOYHOM TMarHOC-
tnke. MnrepBan O— 7 nHa DKI, uaMepeHHbI OT Havya-
Jia komruiekca QRS no koHua 3youa 7, npeacrapisieT
€000l TTPOAOKUTELHOCTD TIPOLIECCOB aKTUBALIUU
U BOCCTAaHOBJIEHUsI MMOKapjaa (3JeKTPUYECKYl aK-
TUBHOCTbD) KeynoukoB. MutepBan O—T, paccunTaH-
HbII OTHOCUTEJIbHO YacTOThl CEpACUHbIX COKpallle-
HUiA, — KOPpUTrMpoOBaHHbII UHTepBai (Q—17c¢). Pac-
yeTHbIE Q—Tc-uHTEepBaJl HUBEJIUPYET Pa3TUUUS
(akTUYECKOI WINTEIbHOCTY MHTepBaia Q— T Ha pa3-
JIMYHBIX YacCTOTaX CEPIEYHOrO PUTMA, TIPUBOMIS €ro
K JJIATEIBHOCTH, COOTBETCTBYIOIIEH 4acTOTe pyUTMa
60 yi/MUH, 1 TIpeICTaBIsIeT cO00M YHUBEPCATbHBII
rokasaresib MPOAOKUTEIbHOCTU 3JIEKTPUUYECKOM
CUCTOJIBI XeaynoykoB. Murepsan Q—7Tc Oosblie
0,44 c, kaK 1paBuJI0, CYUMTAETCS OTKJIOHEHHUEM, XOTSI
B HopMe 3HadyeHus1 O—T¢ MoryT OBITh U OoJIee M-
TeJIbHBIC, YTO HAOJIIOMAETCS Y TAIlMEHTOB XXEHCKOTO
nona (no 0,46 c¢). Jliusa pacyeta KOPpPUTMPOBAHHOTO
O—Te-uHTepBaa Jaie BCEro UCIOoIb3yeTcs (DOpMy-
Jia baserra:

O—Tc=Q0—-T /Y R—R (B cexyHmax).

Jist TouHoro uamepeHus uHrepsaia 0— 1T 0THO-
mweHust Q—7T ¢ uHTepBaioM R—R AOJXKHBI OBITH
BOCIIPOU3BOAUMBIMHU. DTO OCOOEHHO BaxKHO B TeX
clyJasix, KOrja 4actoTa CepIe4YHbIX COKpallleHU
meHee 50 yn/mMuH unu 6osee 120 yn/MuH, a TakxKe
y CIIOPTCMEHOB WJM AeTel, KOorma OTMedaceTcs
Oonpinast BapuabensbHOCTh R—R-nHTepBaia. B ta-
KHUX ClTydasix HeOOXOAMMO BBIMOJHUTh HECKOJIBKO
oosnee mmuTenabHbiX 3anuceit DKI. Haubonbinas
VITMHeHHOCTh Q— T-mHTepBaja, Kak IMpaBujIo, Ha-
OnogaeTcss B MpPaBbIX TPYAHBIX OTBEACHUSIX.
ITpy HaMuMM 3HAYUTENIbHBIX Bapualluii MHTEpBa-
0B R—R Ha ODKI (MepuaTenbHast apuTMUsI, IKTO-
usl) ornpeaeaeHue KOppUrupoBaHHOIO MHTEpBaja
Q—T 3aTpynHEHO.

HMHcTpyMeHTaIbHbIE HCCeN0BaHuUs (Hapumep,
axoKapauorpadusi, MarHUTHO-pPE30HAHCHAs TOMO-
rpagusi) MOTYT JIMIIb ITIOMOYb MCKIIIOUUTh JAPYTrue
MOTEHUMAJTbHO BO3MOXKHbIE MPUUYMHBI, BbI3bIBAIO-
IIe pa3BUTHE apUTMUI (TumepTpodrdeckas Kap-
NMOMMOMATUS, apUTMOTEHHAsl AUCTIIa3Usl TPaBoOro
JKeJyAouKa) WM acCOUMMPOBAHHbBIE BPOXIEHHbBIE
MOPOKU cepilia y HeOOJbIIONW 4YacTh Jiojaei
¢ LQTS, Takux kak mauueHTbl ¢ LQTS.
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Jluaenocmuueckue kpumepuu

KnmHnka cuHKOITe WJIM BHE3aITHOM CepIeuHOM
CMEpPTH B COUYETAHUU C YIUuHeHueM Q— T-uHTepBa-
na Ha OKI, kak mpaBuiio, IpeanoaaraeT HaJludue
LQTS u tpebyeT nposeneHusi FeHeTUYECKOM auar-
HOCTUKU 3200JieBaHUSI. Y MHOTI'MX TMallMeHTOB, OfI-
HaKO, MOTYT OTCYTCTBOBAaThb TUITUYHBIC TTPU3HAKU.
BcrenctBre 3Toro HeOOXOAMMO MPOBOAUTH APYTUE
tectbl. B 1993 . PJ. Schwartz et al. [8] mpemtoxunu
OWarHOCTUYECKHE KPUTEPUU, KOTOPhIE MO CHUX TTOP
CJTy>XaT B KaUeCTBE HaWIY4IIWX JUIST Bpadelt. B aToii
MOJIeNI KPUTEPUM paslesieHbl Ha TPU OCHOBHBIC
KaTeropMu, Kak rnokazaHo B Tabmiuie 2. Makcu-
MaJIbHBIN 0aju1 — 9, 6aj OoJjiee 3 yKa3bIBaeT Ha BhI-
cokyio BeposaTHocTh Hamuuusa LQTS. LQTS
JUATHOCTUPYETCSl, KOTja IoKaszaTelb CTAaHOBUTCS
oonee 3.

Anexmpokapduoepaguueckue NpUHaKu

HawnbGosnee 1ojie3HbIMU KPUTEPUSIMU SIBJISTIOTCS
OKTI-npusHaku: ynauHeHue uHtepBajia Q—7T, Ha-
JIMUKE MUPYITA, ajibTepHalvs T-BOJH U UBMEHEHUS
Mopdosornn T-BonH (7T-BojiHA C IIUPOKUM OCHO-
BaHUEM, 3a3yOpeHHbIe 3yO1ibl 7' B 3 OTBEJACHUSIX).

BrisiBieHa Koppeasdiuuss Mexay TUTIOM MyTallun
1 Mopdosioru T-BOJHBI. T-BOJIHBI C IITUPOKUM OC-
HoBaHMeM uvaiie HaOmopatorcs npu LQT1, 3a3yo-
peHHble T-3y01el — pu LQT2. Tlpu LQT3 7-Bo-
HbI MOTYT OBITb B HOPME, C IJIMHHBIM U303JIEKTPU-
yecKUM cerMeHToM ST.

VYIIMHEHHBIT KOPPUTHUPOBAHHBIN WHTEpBAI
QO—Tc ompenensieTcsl ¢ y4eToM Bo3pacTa M ITojia
(Tabm. 3). Kak yxe O0buto ckazaHo, Q— Ic paccum-
TBHIBA€TCS MyTeM OejieHuss uamepeHHoro Q—7 Ha
KBaJpaTHbI KOpeHb U3 MHTepBajsia R—R, o0a u3
KOTOPBIX M3MEPSIOTCS B CEKyHIax. YIIWHEHUE
Q—Te-unrtepBana 1o nokasarens oonee 0,46 ¢ yka-
3bIBa€T Ha BBICOKYIO BepOsITHOCTh Hasimuust LQTS
(puc. 1).

Tem He MeHee mpuMmepHo B 10—15% cnyuyaes
¢ reHetndecku noarBepxkaeHHBIM LQTS Ha DKI
BBISIBJISTIIOTCS peepeHTHbIC 3HAUYeHUsI MHTepBaia
Q—1Tc (puc. 2).

V nanueHToB ¢ nomo3peHueM Ha LQTS u no-
IPaHUIHBIMU 3HaYeHUIMH Q—T¢ (WM YeTHBIMU
3HAYEHUSIMU B pepepeHTHOM auaIia3oHe) Ha CTaH-
nmaptHoii OKI wan y 00abHBIX ¢ 2—3 OayutaMu Ha
OCHOBE TMarHOCTUIECKNX KPUTEPHEB aHAIN3 TMHA -
MHWYECKOTO M3MEHEHUS TMPOJOTXKUTEIbHOCTU
uHTepBaja Q— T¢ Bo BpeMs BoinoHeHust OKI ¢ Ha-
IPY3KOI MU JJTUTETHLHOTO XOJITEPOBCKOTO MOHUTO-
pUpOBaHMSI AaeT BO3MOXHOCTb BBISIBUTDH Je3aaarl-
Tanuio nHTepBasia 0— 7' K N3MEHEHUTO 9YaCTOTHI Cep-
neunbix cokpameHuit (YCC). Ymnunenue Q—7Tc
MOXET ObITh 3aMeTHBIM Tpu Bbicokoit HCC. XKeny-
JIOYKOBBIE apUTMUM PENKO BO3HUKAIOT BO BpEMs
Harpy3o4Hoi MpoObl WU TPU XOJTEPOBCKOM MO-
"uropupoBaHun DKI' y mamuentoB ¢ LQTS. Ot-
CYTCTBYIOT JaHHbIE, CBUACTEIbCTBYIOIIUE O TOM,
YTO TIPH IEKTPODUINOTOTUUECKOM UCCIeTOBAHNHT

Tabnuma 2

I[narﬂocndqecxne KpuTepun

Kpurtepuu 3HaueHust
OKT-mpusHaku (pu OTCYTCTBUU Q—Tc (o opmyne bazerra) > 480 Mc 3
Egg;ﬁgﬁ; I;Ia HMX MpenaparoB UIn 460—469 Mc )
450—459 Mmc (y MyXuuH) 1
[Tupyat 2
W3menenue T-BOIHBI 1
3a3yopeHHbIe 7-3yOLbl B 3 OTBEACHMSIX 1
Huskas YCC mnst manHOTO Bo3pacTa (HIKe 2-TO TIPOLICHTHIIS) 0,5
Knunuueckuit aHaMHe3 CuHkorie CO CTpeccoM 2
0e3 cTpecca 1
BpoxnenHas riyxora 0,5
CeMeliHbII aHaMHe3* A. UneHbI ceMbU ¢ BBISIBIEHHBIM Y HUX LQTS 1
B. BHeszanHasi cMepTh HEM3BECTHOM 3TUOJIOTUU Y OJIMKAKILIETO 0,5
poICTBeHHUKA B Bo3pacTte MeHee 30 et

* OIUH U TOT Ke YJIEH CEMbU HEe MOXeT ObITh OTHECEeH K A 1 B.



HEWHBA3VBHAS APUTMOJIOMS 121

Tabnuma 3
Onpenenenne uatepsaia Q—Ic ¢ yyeTom Bo3pacrta u noJja, ¢
Ipynna VYnnuneHHslit Q—T¢ IMorpanuunbiit Q—171¢ PedepenTHbie 3HaUEHUS
Hetn Maaniie 15 €T 1 HOBOPOXKIEHHBIE > 0,46 0,44—0,46 <0,44
My>XXUMHBI > 0,45 0,43—-0,45 <0,43
Kenmmnaer > 0,46 0,45-0,46 <0,45

Puc. 1. OKI 15-netHero roHomu ¢ cuaapomoM LQTS: ormeuaercs ymmuHeHue nuHTepsBaina Q— 71 (uHtepBan R—R co-
crasuia 1,00 ¢, uarepsan Q—T — 0,56 ¢, KoppurupoBaHHbIii Q— T-unrtepsan — 0,56 ¢); aHoManbHass MOPMOIOTHUSI pe-
MoJISIpU3aliuK HaOJII01aeTCsl TTOUTH B KaXIIOM OTBEIEHUU (OCTPOKOHEUHbIe 7-BOJHBI, cerMeHT S7 ¢ HakiioHoM). bpa-
IUKapaus sIBJIsieTcs o01Ieit yepToit y manueHToB ¢ LQTS

Puc. 2. OKI 12-n1eTHeit meBodky ¢ reHeTnIecKu rmoaTBepxkaeHHBIM LQTS n morpannuHbiMu 3HaYeHUAMU Q— 1¢: Ipo-
JOJKUTENBLHOCTh MHTEpBajia R—R coctasmia 0,68 ¢, unrepsana Q—7 — 0,36 ¢, unrtepsana Q—T¢ — 0,44 c¢; obpamaeT
Ha ce0sl BHMMaHUe aHOMaJibHast Mopdosiorus 3youa 7 (3a3yopeHusi) B oTBeaeHUsIX V2—V4
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MOMNBITKY WHAYLIUPOBATH XEJIYIOUYKOBYIO TaxuKap-
JUI0 00JIeryaroT MOCTAHOBKY JMAarHo3a.

bpaoduxapous u maxurxapous

CrenyeT oOpalath 0co00e BHUMaHME Ha HaIU-
yye OpamukKapauy W Taxukapauu. bpamukapaus
BXOJIUT B IMAarHOCTUYECKHUE KPUTEPUU U 100ABISIET
0,5 6anna x oOmemy cuety. Taxukapaust ToXe Tpe-
OyeT 0co00ro BHMMaHMUsI, TIOCKOJIbKY MPU HEll BO3-
MOXHa TUTIIEpKOppeKI1Ins uHTepBasia Q—7¢ (Hanpu-
Mep, y IeTeil paHHero Bo3pacTa).

Buaumble anpTepHauuu 7T-BOJH y TalMeHTa
¢ LQTS yka3pIBalOT Ha IIOBBIIIEHHBII PUCK BO3-
HUKHOBEHMSI CepASYHbIX apUTMUI (MTUPYST U HUO-
PULISILIMS XKEJTyTOYKOB).

OOHapyXeHMe MUKpoajbTepHaluii 7T-BOJH
MMEET HU3KYIO YYBCTBUTEIBbHOCTh M BHICOKYIO CITe-
mudpuyHocTh B nuarHoctuke LQTS. ITpornoctu-
YecKoe 3HaYeHUe He UCCIIEeIOBaHO.

(Dapmalcwweuttecxaﬂ npoeoxkauus

dapmakoornyeckasi mpoBOKaIUs ¢ aapeHar-
HOM WJIM M30IMPOTEPEHOJOM MOMOTaeT B AUArHOC-
ke LQTS y naieHTOB ¢ HOrpaHUIHbBIM IIPOSIBIIC-
HueM. OHa TakKe MOXET MPeJoCTaBUTh MHMOpMa-
LIMIO O TUIIE MyTallUiA.

Obcaedosanue uaenoe cemou

BaxuHo umzyuuts DKI' mpencraButesieil cembu
namueHTa ¢ LQTS mns monydeHus IOoapoOHOro
aHaMHe3a U IpoBeAcHUS (PU3MKaJIbHOro 00CIeno-
BaHusi. OmHako oTtcyTcTBue BDKI-npusHakos
LQTS cpenu uieHOB ceMbd HE MCKJIOYAET Halu-
yug LQTS. B maecasbHOM BapuaHTE BCE YJICHBI
CeMbU JOJIKHBI ObITh ITPOBEPEHbI HA HAJIMYUE MY-
TalMii, YTOObI OTPAaHUYMTH HEOOJIBIIIOM, HO BCE XKe
CYIIECTBYIOIIMI PUCK BO3HUKHOBEHUSI apUTMUU
W BHE3aIHOW cepiaeyHoil cmepTu. TecTupoBaHuUe
0COOEHHO aKTyaJdbHO, €CJM MalMEeHT MPUHUMAET
npernapar, KOTOpblii yaauHseT uHtepBai Q—T.

lenemuueckoe mecmupoeanue

IMTauuenTam ¢ knnHudyeckuMu i SKI-miposis-
neHussMu LQTS HeoOxonumo npoBeneHne reHeTr -
YECKOIo MCCIeAOBAaHUS ¢ LEIbI0 OINpeaesIeHUS MYy-
tanuii. [eHeTMUecKoe uccleqoBaHUE Ha Haau4yue
un3BecTHBIX MyTauuii B JIHK mocrynHo B cnenmanm-
3UPOBAHHBIX LIeHTpax. MaeHTudukauus TreHeTU-
yeckKMX MyTauumii moarBepxnpaetT auarHo3 LQTS.
Tem He MeHee oTpulIaTeIbHBIN Pe3yIbTaT IIPU FeHe-
TUYECKOM MCCJIeOBAaHUM OTrpaHUYMBAET JIUATHOC-
TUUYECKOE 3HAUEHME, TTOCKOIBKY B HACTOSIIEE Bpe-
MsI U3BECTHO JIMILB 0KOJIO 50% MyTaluii y TalueH-

ToB ¢ LQTS. OcraBiasics IT0JIOBMHA ITallUEHTOB
¢ LQTS MoxeT uMeTh MyTallluy e1lle HE U3BECTHBIX
reHoB. TaknuM o6Gpa3oM, reHeTUYEeCKOe MCCIIea0Ba-
HHUE UMEET BBICOKYIO CITELM(UYHOCTh, HO HU3KYIO
YYBCTBUTEJIBHOCTD.

Pealcuuﬂ HA U3MEHEHUE NOAOHCEHUA

B 2010 . uccnemosanue S. Viskin et al. [1] moka-
3aJ10, YTO OXKMIAEMOT0 YMEHbIIECHUS ITTUTEIbHOCTU
nHTepBasia Q—7 B OTBET HAa CMHYCOBYIO TaXWKap-
10, WHAYLUWPOBAHHYIO TEPEMEHON IOJOXEeHUS
TeJla U3 JiexXadyero B crosuee, y nauveHToB ¢ LQTS
He mpoucxoauT. Ha camom nmene y TalMeHTOB
¢ LQTS wunHrepBan Q—71¢ npu nepexoie B cTosuee
TTOJIOKEHNE YBEIMUMBACTCS, a TAKKE YBETMINBACT-
Ccsl KOJMYECTBO KEJYyHOYKOBBIX OKCTPACHCTOJI.
CuuraeTcs, 4TO yyIMHeHMEe nHTepBana Q— 1¢ B cTo-
sS9YeM TIOJIOKEHUM CBS3aHO C YCHJIEHMEM TOHYyca
CHMITaTUYECKOM HEPBHOM CHUCTEMBI, K 3TO MOXKET
WMETh BaXKHOE TMAaTHOCTUYECKOe 3HAYeHUE Y OOJThb-
Hbix ¢ LQTS. YBenuuenue Q—71¢ B OTBET Ha M3Me-
HEeHUE TOJIOXKEHUS MOXET COXPAHATHCS Y OOJIBHBIX
¢ LQTS naxe nocie Hopmanuzauuu YCC.

Kpowme Toro, jaHHoe ucciegoBaHue MOXET CBU-
NMETENBCTBOBATh O TOM, YTO TIPOIIECC BCTaBaHUS
y nauueHToB ¢ LQTS, BOo3MOXHO, accouuMpoBaH
¢ yBeImIeHeM (POKYCHOM aKTUBHOCTH U XKeJTyI04-
KoBoit aputMmuu. [loaTOMy CHHKOTIE, BO3HHMKAIO-
1Iee B Mpoliecce BctaBaHus y nammeHToB ¢ LQTS,
HEe MOXET OBITh CBSI3aHO C Ba3oBarajibHOI peak-
LIMell, OMHAKO MOXET MPEeACTaBIsITh co00il Gosee
OITaCHOE COCTOSTHHUE.

Jleuenue

(Dapmalcwtoeuttecxaﬂ mepanus

bera-06yi0KaTophl cleayeT Ha3HayaTh MallWCH-
TaM, Y KOTOPBIX €CTh YIJIMHEHHbI O— Tc-uHTEepBa
(6onee 460 Mc y keHIIMH U 6ojiee 440 MC y MyX-
gyuH). OHM TakXe IMOKa3aHbl TMallleHTaM ¢ HOp-
MaJbHBIM 3HauyeHueM uHTepBasia O—7c (knacc Ila
pekoMenpaumii) [36, 37]. Bera-610KaTOphl SIBIIS-
I0TCS TIpernapaTaMy BbIOOpa JJIsT JIeUeHUST TTallieH-
ToB ¢ LQTS u BKJIIOYaloT B ce0s ciaeayonue npe-
rmaparhl:

— MPONPAHOJIOII,

— HajoJIo,

— METOMPOJIO;

— aTeHOoJIOJ.

Bera-61okaTopbl TIpeIOTBpAIlAlOT pPa3BUTHUE
cepIeYHbIX COOBITUI TpUMepHO Y 70% IalieHToB,
B TO BpeMsI KakK y ocTaBimxcs 30% malieHToB cep-
JIeYHble COOBITHS IIPOJOJIKAIOT TPOMCXOIUTH,
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HecMOTpsl Ha pueM OeTta-00kaTopoB. [1ponpaHo-
JIOJT ¥ HAZIOJION SIBJISTIOTCST HAMOO0JIee YaCTO MCIOJb-
3yeMbIMM TIperapatamMu, XOTsS aTeHOJIOJ U MeTOo-
MpoJIOJI TakKe HazHayaroTcs nammeHTam ¢ LQTS.
PaznuuHbie 6eTa-010KaTOPbl AEMOHCTPUPYIOT OAU-
HaKOBYIO 3(D(eKTUBHOCTH B TIPEIOTBPAIICHUN Cep-
JIeYHBIX cOObITUH y mauueHToB ¢ LQTS.

OTBeT Ha Tepamnuio Oera-0JoKaTOpaMM MOXET
W3MEHATHCA B 3aBUCUMOCTH OT WHHUIIUMPYIOIIETO
dakropa. Uccaenosanue I. Goldenberg et al. moka-
3aj10, uto y nauueHToB ¢ LQT1 Tepanus 6eta-6J10-
Katopamu 3¢ ¢GeKTUBHA, KOraa NpUYrMHON cepaey-
HOTO COOBITHUS SIBJISIETCSI (DU3NUECKOE YIIPaXKHEHUE,
HO Hea((EeKTUBHA, €C/IM CEPIeUYHOE COOBITUE MPO-
VICXOAUT BO BpEeMsI CHa WJIU MTPOOYKICHUSI.

XoTd B TeYeHNEe MHOTHX JIET peKOMeHIyeMast 10-
3a 6eTa-0JI0KaTOpOB OblJIa OTHOCUTEIbHO BBICOKOM
(HampuMep, TPOTNpaHoJI0a 3 MI/KT B IeHb, uin 210
MT B JIeHb IJIs1 4yesioBeKa BecoM 70 KT), COBpeMeH-
HbIE JaHHbIE MTOKA3bIBAIOT, UTO 00JIee HU3KUE 03bI
OKAa3bIBAIOT TaKOM K¢ 3alTUTHBIN 3 (EKT.

Xupypeuueckoe aeuenue

VY nauuentoB ¢ LQTS MoOryT BBINOJHSTHCS Clie-
JYIOIINE XUPYPIrUUECKUE BMEIIATENbCTBA:

— UMIUIAHTAlMSI KapauoBepTepoB-AehUOpu-
JISITOPOB;

— WUMILUIAHTalUMs KapAUOCTUMYJISITOPOB;

— JIeBas MIEHHO-TpyAHAsI CUMITaTIKTOMMUSI.

Kapouocmumynsmopwi
u Kapouosepmepol-0e@uoOPUAIIAMOPbLL

MmrinaHTUpyemMble KapauoBepTepbl-nehudpu-
sstopbl (MKJI) momkHbI OBITH UCIIOJB30BAHBI Y Ma-
LIMEHTOB, MEPEHECIIUX OCTAHOBKY Cep/la; UX TaK-
K€ PEKOMEHIYETCSl MMILJIAaHTUPOBaTh MallMeHTaM
c obMopokamMu MNpu TIpueme 0OeTa-0J0KaTOPOB
(knacc Ila pekomeHmanmii).

HMKJI moryr paccMaTpuBaTbCs UL IEPBUYHOM
NpopUJaKTUKU y MALMEHTOB C MpearoaracMbiM
BBICOKMM PHCKOM Pa3BUTHUS CEPHCUHBIX COOBITHIA
(xn1acc IIb pekoMeHnaiuii), B Tom unciae ¢ LQT2,
LQT3 u unrepBanom Q—Tc 6oaee 500 mc [38]. TTo-
KazaHa BbIicokasl a¢ddekTruBHocTh MKJI B mpengot-
BpallleHUW BHE3alMHOM cepAeuyHOi CMepTH Y Malu-
€HTOB BBICOKOTO pucKa. B ncciegoBanuu cpeau 125
MaleHTOB BbiIcOKOTro pricka ¢ LQTS, KoTopbIM UM-
mnantupoBasiu  WKJI, cmepTHOCTb cocTaBuia
1,3% no cpaBHeHmio ¢ 16% cpenn Tex, KOMy He ObLT
umriutantTupoBaH MK/l B TeueHue §-1eTHETo mepu-
ona HaOmomeHus. IlammeHTaMM BBICOKOTO pHCKa
SIBJISIIOTCS T€, KTO MEPEeHEeC OCTAHOBKY ceplia, y KO-
IO OTMEYAIOTCS PEIUANBHI CePIeIYHO-COCYTUCTBIX

COOBITUI (CMHKOTIE WJIM MTUPYAT), HECMOTPSI Ha Tpa-
JNUIMOHHYIO Tepanuio (6eTa-0J10KaTopbl) U 'y KOTO
IJIUTEILHOCThL MHTepBajia O—7T cocrtaBisieTr OoJee
500 mc.

Y HEKOTOpbIX MAlIMEHTOB B KaueCTBE ajbTepHa-
TUBbI MOXXHO MCIIOJIb30BaTh OeTa-010KaTOPbl B CO-
YeTaHUM C MMIIaHTallueid KapAUOCTUMYJSTOpa
U/WIN CUMIIaTAKTOMMIO.

Hcnonp3oBanne MKl MmoxeT paccMaTpuBaTbCs
B KayecTBe MEPBUYHOI Teparnuu, eciu y naluueHTa
TSIKEJIbIA CEMEWMHBI aHAMHE3 BHE3aITHOW CEpJey-
Ho# cMepTu. OHAKO, TaK KaK HECKOJIbKO UCCIIEN0-
BaHUM TMOKa3ajlu, YTO CEMEMHBINA aHAMHE3 BHE3AIl -
HOM CepAeYHOMU CMEPTU HE SBJISIETCS HE3aBUCUMBbIM
¢akTopoM purcKa, HEKOTOPbIE CHELIUATUCTHI HE pe-
koMeHaytoT npuMeHsaTbh MK]I, ocCHOBBIBasICh TOJIb-
KO Ha CEMEMHOM aHaMHeE3e€.

beicTpee Bcero HEOOXOAWMO WCHOJb30BaTh
MK]JI y mauueHTOB BBICOKOTO pUCKa C CUMHIPOMOM
JxepBenna—J/lanre—HunbceHa, moromy 4To MNpu-
MeHeHue 6eTa-0JI0KaTOpOB y JaHHOM IpyMIibl 00JIb-
HBIX MeHee 3(P(OEKTUBHO.

DddekT uMmIaHTalUu KapaAuoCTUMYISITOPOB
OCHOBaH Ha TOM, YTO CTUMYJSLUS MCKJIIOYaeT
apUTMOTEHHYIO0 OpaauKapauio, CHMXAET BEpOSIT-
HOCTb BO3HUKHOBEHMUSI MepedoeB CepaeuHOro puT-
Ma (uckJiouas short—long—short mocnenoBaTebHO-
CTU) U YMEHbBIIAET HEOAHOPOJHOCTh MpOLlecca pe-
MOJISIpU3alMU, CHUXAsI PUCK Pa3BUTUSI TTUPYITHOM
JKeJTyTOUKOBOU Taxukapauu. KapanoctumyasaTopbl
OCOOEHHO MOJIE3HBI NTPU JOKYMEHTUPOBAHHOM XKe-
JIYIOYKOBOW MUPYSITHOM TaXUKApAWW, BbI3BAHHOWM
rnay3amu npu Opaaukapauu y nauueHtos ¢ LQT3.

Tem He MeHee TaHHbBIE TOKA3bIBAIOT, YTO CEPACY-
Hble COOBITHS Y MAallMEHTOB BICOKOTO PUCKA C CEP-
JIIEYHOW CTUMYJISIHUEN NPONOJIKAIOT BO3HUKATD.
[Tockonbky 60ee HoBbie Mogean MK/ BKIouaroT
cepaeuyHylo (yHKUMIO CTUMYJSLIUU, 3JIEKTpOKap-
JuoctTuMyJisiuust (06e3 aeuopUISITOPOB) BpSIA JIU
OyzaeT ucrnojib3oBatbes y mauueHToB ¢ LQTS. MU3o-
JIMPOBAHHO KapJUOCTUMYJISALAS MOXET IMpUMe-
HSITbCS TOJIBKO B TPYIIIe MallMEHTOB HU3KOTO pUcKa
¢ LQT3.

Cumnamaskmomus

JleBas 1meitHO-TpyIHAs CUMIIATOKTOMMST — eIIle
ONVMH aHTUAAPEHEPTUIYECKUI METOH JIeUeHUs, UC-
MOJIb3yeMbIli Yy MalMeHTOB BBICOKOIO pHCKa
¢ LQTS, ocobeHHO y OOJIbHBIX C peLUINBUPYIOIIH-
MM apUTMMSIMM, HECMOTPSI Ha Tepamnuio 6eTta-0J10-
karopaMu. CUMNATIKTOMUSI CHUXKAET BEPOSITHOCTD
CePIEeYHO-COCYIUCTHIX COOBITUI Y TAIIMEHTOB BbI-
cokoro pucka c¢ LQTS, oaHako HaWIydIIWii
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addexkT Habmomaercs y mauueHtoB ¢ LQTI1 mo
cpaBHeHu1o ¢ apyrumu tunamu LQTS [39].

HaHHasi MeToaMKa CHUXXaeT PUCK CEepAevHO-
COCYIMCTBIX COOBITHI, HO HE MCKIIOUYaeT ero.
BcaencTBue atoro ucrnons3doBanue MKJI abpdex-
THBHEE IIEHHO-TPYIHOI CUMIATIKTOMUM. TeMm He
MeHee WICWHO-TPyaHAasl CHUMITIATOIKTOMUS MOXKET
OBITh IPUMEHEHAa Y HEKOTOPBIX MallUEHTOB BbICO-
KOro pHUCKa M y MallMeHTOB, KOTOPbIe UMEIOT Yac-
Thie pa3psaabsl MK Ha poHe Tepanuu 6eTa-010Ka-
TOpaMM.

Duszuneckan aKkmueHoCms

®dusnueckass aKTMBHOCTb, TJlaBaHUE, CBSI3aH-
HBIE CO CTPECCOM SMOLMOHAIBHBIC TIePEKUBAHUS
4YacTo SIBJSIIOTCS TPUUYMHON CEepIEeUHBIX COOBITUIA
y nauueHToB ¢ LQTS. Takum o6pa3om, HeoOXomu-
MO TIpeaoCcTepedb MAlMeHTOB OT Y9acTHUS B CITOP-
TUBHBIX MEPOTIPUSITUSIX.

Tpurrepnsiii 3dekT PU3NIECKNX YIIpakKHeHUIA
U TaXMKapIuM, a Takxke 3alllMTHOe AeiicTBUe Oera-
0JIOKaTOPOB BapbUPYIOTCS B 3aBUCUMOCTHU OT THUTIA
LQTS.

Dusnueckre ynpaxkHEeHUs U TAXUKaPAUST BbI3bI-
BalOT cepaedHble coObITvsa y manueHToB ¢ LQTI.
IToatomy uM cieayeT u3deratb TSXKEIbIX (hU3ndec-
KHX Harpy3ok; 6eta-0JI0KaTophl SIBJISIIOTCS AJIST HUX
OTJIMYHBIMM TIperiapaTaMu, IPEAOTBPAIIAIOIINMU
cepaeuHbie coObiTUsI. CMHKOIE M BHE3aIHasl cep-
JIeIHasT CMEePTh BO BpeMsI TUTABaHMS TECHO CBSI3aHBI
¢ LQT1. Takum obpaszom, mauueHTsl ¢ LQT1 momxk-
Hbl U30eraTh riaBaHusi 6€3 KOHTPOJISL.

Cepaeunnsie coObiTus mpu tune LQT2 taxkxke
BBI3BIBAIOTCSA  (PUBUYECKUMU  YIPAXKHEHUSIMU,
HO B MeHbIIel crernenu, yeMm mpu LQT.

ITpu LQT3 taxukapaus u ¢pusndeckue ynpax-
HEHUsI HE BbI3BIBAIOT TSKEJbIX COCTOsIHUI. COObI-
TSI OOBIYHO IIPOMCXOASAT BO Bpems cHa. M3-3a To-
ro YTO TaXUKapAusl He SBJSETCS TPUTTEPOM, POJib
6eTa-010KaTOPOB B MPEIOTBPAIIEHUN CEPIEUHBIX
coobiTuii LQT3 cnopHa. MekcuieTuH, 6JoKaTop
HATPUEBbIX KaHAJIOB, MOXET YJYYIIUTb 3allUTy
B 2TOI TOATrpyIIe manueHToB. HekoTopwle aKc-
MepThl MpeajaraloT MCIOJb30BaTh Yy MallMEHTOB
¢ LQT3 6era-0/10KaTOphl B COYETAHUM C MEKCHUJTIC-
TUHOM.

lennasa mepanua

ITen-cneuudpuueckas Tepanuss B JIEYECHUU
LQTS naxoautcst Ha ctaguu ucciaeaoBaHusi. Ha-
npumep, nmockoyibky LQT3 accomuupoBaH ¢ MmyTa-
1IMeil HaTpUEBBIX KaHaNoB gain of function, ObLIU
MPeIOXEHBl aHTHAPUTMHUYECKUE TIpermapaTs

¢ (pyHKIMelH OJOKMPOBKM HATPUEBBIX KaHaJOB
B KaueCcTBe reHHOM Tepanuu y namueHToB ¢ LQT3.
Tem He MeHee BTa 00JIaCTb SIBJISIETCSI CJIOXKHOM
U TpeOyeT malbHEUIIMX ucciaemoBaHuii. Hampu-
Mep, Y. Ruan et al. oOHapykniu, 4YTO MEKCUJIETUH,
0J10KaTOp HATPUEBBIX KaHAJIOB, MOXET CITOCOOCT-
BOBaTh TpaUKMHIY MyTaHTHoro Oenka F1473,
B pe3yJbTaTe 4ero IMpoucXoauT 3(Pp@eKT majabHel-
IIIETO TIOBBIIICHUSI HATPMEBOTO TOKA M YIUTMHEHUE
nHtepBana O— T B nmoarpynne namueHToB ¢ LQT3,
KOTOpBIE HMEIOT 3Ty CIelIn(PUIecKylo MyTa-
nuto [17].

B HecKobKUX Mcclieq0BaHMSIX ObLIY TTPeIoXKe-
HBI CTPaTU(UKAIIUS PUCKOB U JICYEHHE Ha OCHOBE
cneuucduku Tpurrepa. Hampumep, J.A. Kim et al.
[18] moka3zamm, 4TO HEKOTOpbIE BUIbI MYTallMi
B LQT?2 accouunpoBaHbl ¢ onpeaeJeHHbBIMU TPUT-
TePHBIMU COOBITUSIMU ((PU3UUECKUE TPUTTEPDI TTPO-
TUB IIPOOYXKIAIOLIUX TPUITEPOB IIPOTUB HEIPOOYK-
AKX/ He(PU3NUECKUX TPUITEPOB) U UTO €CJIU
y TMalMeHTOB TpUITepaMu SIBJISIOTCS (u3nyeckue
VIOPaXXHEHUsI, TO OHU JIy4yllle BCEro pearupyroT Ha
Tepanuto 6era-0JioKaTopaMu.

Ilpomueonoxazanus

IMpu LQTS momaxHbI ObITh UCKIIIOUEHBI aHecTe-
TUKHA W TIperaparsl U JledeHusT acTMBl. CiemyeT
n30eraTh NMPUMEHEHUS aApPEHAJIMHA [UISI MECTHOM
aHEeCTe3un WJIM KaK MPOTUBOACTMAaTUYECKOTO Mpe-
rmapara.

AnmueucmamuHrtbie npenapamol:

— tepdenaaguH (Seldane, oTo03BaH M3 pHIHKA

CIIA) — npu annepruu;
— acremuson (Hismanal, oro3BaH U3 pbIHKa
CIIA) — npu ajiepruu;

— aumenpoa (Benadryl) — npu aniepruu;

Aumubuomuxu:

— sputpomuuuH (E-Mycin, EEC, EryPed,

PCE) — nipu uHdekuusx Jerkux, yxa, ropja
U HOCA;

— TPUMETOIPUM u cylbbameTokcason
(Bactrim, Septra) — npu MOYEBBIIEIUTEIb-
HOM, YIITHOW U JIETOUHBIX MH(PEKIINSIX;

— mneHtamuauH (Pentam, BHyTpuBeHHO) — Mpu
MH@EKUIMIX JIeTKUX.

Ilpenapamei, éausrowue Ha cepdeuHo-cocyOUCmyH
cucmemy:

— xuHuAuH (xuHuaAuH, Quinidex, Duraquin,

Quinaglute) — aHTHApUTMHUYECKUI IIpenapar;

— npokaumHamupa (Pronestyl) — aHTHapUTMM-
YeCKUIA TIperapar;

— nusonupamu (Norpace) — aHTUAPUTMUYEC-
KU1 mipenapar;
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— corajon (Betapace) — aHTHapUTMUUYECKUI
nperapar;

— npobykoi (Lorelco) — xonecTepruH-CHUXKAIO-
LM IIpemnapar;

— Oenpunua (Vascor) — mpu 00JsIX B TIpyau

(cTeHOKapaus);

— npoderwnua (Tikosyn) — npu pubpuisMm
npeIcepIuni;

— ubyrunun (Corvert) — npu GuOpwLIIINA
npencepaui.

Keaydouno-kuweunoie npenapamol:

— nmsanpug (Propulsid) — npu nuiieBogHOM
pedirokce, TUCIIETICUN.

IIpomusoepudkosuvie npenapamol:

— kerokoHa3ou (Nizoral) — MpoTUB rpUOKOBBIX
MHGEKINIHA;

— ¢aykoHason (Diflucan) — mpoTHUB rpUOKOBBIX
MH(EKIINIA;

— uTpakoHa3oa (Sporanox) — MPOTUB T'PUOKO-
BbIX MH(EKIIUA.

Ilcuxomponusie npenapamei:

— Tpunukianyeckue aHtuaenpeccanTol (Elavil,
Norpramin, Vivactil) — npu genpeccuu;

— mnpousBoaHble ¢deHoTnazuHa (Compazine,
Stelazine, Thorazine, Mellaril, Trilafon) —
TIpY TMICUXUIECKUX PacCTPOIMCTBAX;

— OyTUpodeHOHBI (TajJonepuaoa) — Mpu TCU-
XMYECKUX PacCTPOMCTBAX;

— Oen3u3okcason (Risperdal) — ripu necuxuyec-
KHX pacCTpOMCTBax;

— mudenunoyrunnunepuauH (Orap) — Ipu
MCUXUYECKUX PACCTPOCTBAX.

Cpedcmea, npugodsujue Kk nomepe Kaius:

— wuHpaanamun (Lozol) — npu oTekax;

— JIpyTHe TUypPETUKU;

— JleKapcTBa OT PBOTHI U AUAPEU.

Benenne manueHToB

Bcem namumentam ¢ LQTS cnenyer muzberatThb
NpenaparoB, KOTOpble YUIMHSIOT MHTepBal Q—T
WJIM YMEHbBIIAIOT YPOBEHb KaJIUs WJIM MarHus B ChI-
BOpoTKe. JleduuTt Kaauss 1 MarHusl 10JKeH ObITh
cKoppurupoBaH. JleueHne 6eCCMMITOMHBIX MallU-
€HTOB HECKOJIBKO CITOPHO. be3omacHbIif Toaxo 3a-
KJIIOYAeTCs B JICUEHUH BCeX MallMEHTOB C BPOXKIEH-
HeiMu LQTS, moroMy 4To mepBbIM IMPOSIBIEHUEM
LQTS moxeT ObITh BHE3amHasl cepaedyHas CMEpTh.
beTa-0610KaTOpHI SIBASIIOTCS TIpenaparaMy BbIOOpa
17 maureHToB ¢ LQTS. 3amutHelil 2ddexT oeTa-
0JIOKATOPOB CBSA3aH C UX aJPEHEPIUYECKOi O10Ka-
JIOM, UTO CHUXAET PUCK BO3ZHUKHOBEHUS cepieu-
HBIX apuTMuit. OHU MOTYT TakXKe YMEHbIIIATh WH-
tepBasl Q— 7'y HEKOTOPBIX MalMeHTOB.

Koncyavmauuu

Kapnuonorn m 31eKTpopU3NOIOTU SBISIOTCS
TUMUYHBIMU KOHCYJbTAaHTAMU [JI TAallMEHTOB
¢ LQTS. B ceMbe 601bHOTO C TOATBEPXKAEHHOM Tre-
Hetuueckoit popmoii LQTS momkHO mpoidTu reHe-
TUYECKOE 00CIeIOBAaHNE BCEX WIEHOB CEMbM.

Cmauuonaprnoe aevenue

IMaumenTtsl ¢ LQTS momkHBI OBITH TOCITMTAIM-
3UPOBaHbI B KIIMHUKY IMPU BOBHUKHOBEHUU Cepey-
HBIX COOBITHII (CHHKOIIE, OCTaHOBKa CepAla)
C LIEJIbIO UCKTIOUEHUST TOBTOPHBIX COOBITUIA.

Hab6arooenue

beccumnromunie nanueHTs ¢ LQTS 00bIYHO He
TpeOyIoT rocnuTaan3auuu. Tem He MeHee Heo0Xo-
JIIMMO TILIATEJIbHO OLIEHUTh UX COCTOSIHME U 00ecIIe-
YUTH MOCHIEIyolIee JeUeHUe B aMOYIaTOPHBIX YC-
noBusix. Kapauosory wim 31eKTpodHu3uoIory ciie-
IyeT PETYISIPHO KOHCYJIBTUPOBATh ITALIMEHTOB
¢ LQTS. Pemienue 06 oTKasze OT y4yacTusl B CIOP-
TUBHBIX MEPOIPUITUSIX MALMEHTOB C YCTAHOBJICH-
HBIM JUAarHO30M MPUHUMAETCS TOJBKO IOCIIe TIPOo-
BeIeHMSI TeHETUYECKOIO CCIIEAOBAHMSI.

O0yuenue nauuenmos

Heobxonumo wuH@popMUpoBaTh MNalMEHTOB
o npupoae LQTS u pakropax, KOTOpbIE BbI3BIBAIOT
cepaedHble coobITus. [1almeHTam cieayer u3derarb
pPEe3KUX 3BYKOB (HaIpuMep, OT OYAUIbHUKA), Upe3-
MEPHBIX (PU3NYECKUX YIPaKHEHWI, BOAHBIX IPO-
Heayp 1 Apyrux (akTopoB, YCUJIMBAIOLIMX OOIee
Bo30yxneHue. CrenyeT cOOOIIMTH MNalMeHTaM
U YJIeHaM UX CEMEei 0 KPUTUUECKOM BAXKHOCTU CHUC-
TeMaTUYeCKOro rpuemMa oeta-ookaTopoB. YieHam
ceMeil ¥ yUuTesIIM MallMeHTOB IIKOJILHOTO BO3pac-
Ta HAJO COBETOBATh INMPOUTH OOYyUYEHUE BBIMIOIHE-
HUIO CepIeYHO-JIETOYHOI peaHmmanuu. HeobOxo-
JIMMO paccKasaTh MAllMEHTaM M WIeHaM UX ceMeil
0 JIeKapCTBaX, KOTOPbIE MOTYT BbI3BaTh YIJIMHEHUE
QO—T-untepBaja, HexXejJaTeJbHOE [JISI JIIOIEH
¢ LQTS. Cnucku npemnapaToB, KOTOPbIE VIJTUHSIOT
uHTepBal Q—7T U/WIU BBI3BIBAIOT XEJYI0UYKOBbIE
apUTMUHU, ONTyOJIMKOBAHBI.

ITIpornos

Hu oauH u3 cyniecTBylOIUX METOIOB JIeUEHUSs
He ycTpansieT npuuuHbl LQTS.

AHTuaapeHeprudeckasi Tepamnusi (IpuMeHeHue
OeTra-010KaTOPOB, JieBasl LICHHO-TPyIHAas CHUMIIA-
TOKTOMMUSI), UMILIAHTALUSI Pa3IUYHBIX YCTPONCTB
(kapauoctumyasatTopos, MKJI) HampaBieHbl Ha
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YMEHbIIIEHIE PUCKA BOZHUKHOBEHMSI CEPAEIHO-CO-
CYIMCTBIX COOBITUI U CHUXKEHUE JeTaJbHOCTU. Kak
YIIOMUHAJIOCh paHee, 3alllUTHOE JeiicTBUe Oera-
0JI0KaTOPOB CBSI3aHO C X alpeHEePruUecKoii 0JloKa-
JIOM, YTO CHUXKAET PUCK CEPACUYHBIX apuTMuii. OHM
MOTYT TakKXXe YMEHbIIUTh UHTepBal Q—T y yactu
MHalMeHTOB.

[TporHo3 y maumeHtroB ¢ LQTS, npuHumato-
mux 0era-00KaTOphl (M MCHOJb3YIOIIUX APYTYIO
Tepanuio B ciyyae HeOOXOIMMOCTH), B LIEJIOM XO-
pommii. K cyacThio, 313006l MUPYITHON KEITy-
JIOYKOBOM Taxukapauu y nauumeHToB ¢ LQTS, kak
MPaBUIIO, KYITUPYIOTCI CaMU; TOJIbLKO B 4—5% ciy-
4YyaeB BO3ZHUMKHOBEHUE CEpPAECYHO-COCYIUCTHIX CO-
ObITUII oOKa3biBaeTcs (atanbHbIM. IlanMeHTHI
C BNMU30JaM¥1 OCTAaHOBKM CepALa UIN peLUINBaAMU
CepAEeYHO-COCYAUCTHIX COOBITUIA, HECMOTpS Ha
npuemM 0OeTa-0JI0KaTOPOB, MOABEPXKEHbI 3HAUM-
TeJIbHO 00Jiee BHICOKOMY PUCKY BHE3aIIHOM CMep-
TH. JIeunuTh TaKuxX OOJBHBIX HEOOXOAUMO C IMPUME-
HenneM MKJI; nx mporHo3 mocje MMIIAHTaLUKA
MK xopommii.

Bu6morpagmyaeckuii cmucok / References

1. Viskin S., Postema P.G., Bhuiyan Z.A., Rosso R., Kalman J.M.,
Vohra J.K. et al. The response of the QT interval to the brief
tachycardia provoked by standing: A bedside test for diagnosing
long QT syndrome. JACC. 2010; 55 (18): 1955—61.

2. Adler A., van der Werf C., Postema P.G., Rosso R.,
Bhuiyan Z.A., Kalman J.M. et al. The phenomenon of 'QT
stunning': The abnormal QT prolongation provoked by standing
persists even as the heart rate returns to normal in patients with
long QT syndrome. Heart Rhythm. 2012; 9 (6): 901—8.

3. Border W.L., Benson D.W. Sudden infant death syndrome and
long QT syndrome: the zealots versus the naysayers. Heart
Rhythm. 20074 (2): 167-9.

4. Vatta M., Ackerman M.J., Ye B., Makielski J.C., Ughanze E.E.,
Taylor E.W. et al. Mutant caveolin-3 induces persistent late sodi-
um current and is associated with long-QT syndrome.
Circulation. 2006; 114 (20): 2104—12.

5. Rajab A., Straub V., McCann L.J., Seelow D., Varon R.,
Barresi R. et al. Fatal cardiac arrhythmia and long-QT syn-
drome in a new form of congenital generalized lipodystrophy
with muscle rippling (CGL4) due to PTRF-CAVIN mutations.
PLoS Genet. 2010; 6 (3): e1000874.

6. Buber J., Mathew J., Moss A.J. et al. Risk of recurrent cardiac
events after onset of menopause in women with congenital long-
QT syndrome types 1 and 2. Circulation. 2011; 123 (24):
2784-91.

7.  Hinterseer M., Beckmann B.M., Thomsen M.B., Pfeufer A.,
Dalla Pozza R., Loeff M. et al. Relation of increased short-term
variability of QT interval to congenital long-QT syndrome. Am.
J. Cardiol. 2009; 103 (9): 1244-8.

8.  Schwartz PJ., Moss A.J., Vincent G.M. Diagnostic criteria for
the long QT syndrome: an update. Circulation. 1993; 88: 782—4.

9. Zipes D.P, Camm A.J., Borggrefe M. et al. ACC/AHA/ESC
2006 Guidelines for management of patients with ventricular
arrhythmias and the prevention of sudden cardiac death: a
report of the American College of Cardiology/American Heart

10.

20.

21.

22.

23.

24.

25.

26.

27.

28.

Association Task Force and the European Society of Cardiology
Committee for Practice Guidelines (writing committee to devel-
op Guidelines for management of patients with ventricular
arrhythmias and the prevention of sudden cardiac death): devel-
oped in collaboration with the European Heart Rhythm
Association and the Heart Rhythm Society. Circulation. 2006;
114 (10): e385—484.

Roden D.M. Long QT Syndrome. N. Engl. J. Med. 2008; 358
(2): 169-76.

Goldenberg 1., Thottathil P., Lopes C.M. et al. Trigger-specific
ion-channel mechanisms, risk factors, and response to therapy
in type 1 long QT syndrome. Heart Rhythm. 2012; 9 (1): 49—56.
Zareba W., Moss A.J., Daubert J.P., Hall W.J., Robinson J.L.,
Andrews M. Implantable cardioverter defibrillator in high-risk
long QT syndrome patients. J. Cardiovasc. Electrophysiol. 2003;
14 (4): 337—41.

Wu G., Ai T., Kim J.J. et al. Alpha-1-syntrophin mutation and
the long QT syndrome: A disease of sodium channel disruption.
Circ. Arrythm. Electrophysiol. 2008; 1 (3): 193—201.
Goldenberg 1., Moss A.J., Peterson D.R., McNitt S.,
Zareba W., Andrews M.L. et al. Risk factors for aborted cardiac
arrest and sudden cardiac death in children with the congenital
long-QT syndrome. Circulation. 2008; 117 (17): 2184—91.
Goldenberg 1., Moss A.J. Long QT syndrome. JACC. 2008; 51
(24): 2291-300.

Goldenberg I., Moss A.J., Zareba W., McNitt S., Robinson J.L.,
Qi M. et al. Clinical course and risk stratification of patients
affected with the Jervell and Lange—Nielsen syndrome. J.
Cardiovasc. Electrophysiol. 2006; 17 (11): 1161-8.

Ruan Y., Denegri M., Liu N., Bachetti T., Seregni M.,
Morotti S. et al. Trafficking defects and gating abnormalities of
a novel SCNSA mutation question gene-specific therapy in long
QT syndrome type 3. Circ. Res. 2010; 106 (8): 1374—83.

Kim J.A., Lopes C.M., Moss A.J., McNitt S., Barsheshet A.,
Robinson J.L. et al. Trigger-specific risk factors and response to
therapy in long QT syndrome type 2. Heart Rhythm. 2010; 7
(12): 1797—-805.

Ackerman M.J. Genotype-phenotype relationships in congeni-
tal long QT syndrome. J. Electrocardiol. 2005; 38 (4 Suppl):
64—8.

Ali R.H., Zareba W., Moss A.J. et al. Clinical and genetic vari-
ables associated with acute arousal and nonarousal-related car-
diac events among subjects with long QT syndrome. Am. J.
Cardiol. 2000; 85 (4): 457—61.

Antzelevitch C. Arrhythmogenic mechanisms of QT prolonging
drugs: is QT prolongation really the problem? J. Electrocardiol.
2004; 37 Suppl: 15—24.

Antzelevitch C., Oliva A. Amplification of spatial dispersion of
repolarization underlies sudden cardiac death associated with
catecholaminergic polymorphic VT, long QT, short QT and
Brugada syndromes. J. Intern. Med. 2006; 259 (1): 48—58.
Chiang C.E., Roden D.M. The long QT syndromes: genetic
basis and clinical implications. JACC. 2000; 36 (1): 1—12.

Kao L.W., Furbee R.B. Drug-induced g-T prolongation. Med.
Clin. North. Am. 2005; 89 (6): 1125—44, x.

Lankipalli R.S., Zhu T., Guo D., Yan G.X. Mechanisms under-
lying arrhythmogenesis in long QT syndrome. J. Electrocardiol.
2005; 38 (4 Suppl): 69—73.

Modell S.M., Lehmann M.H. The long QT syndrome family of
cardiac ion channelopathies: a HuGE review. Genet. Med. 2006;
8 (3): 143-55.

Moss A.J., Robinson J. Clinical features of the idiopathic long
QT syndrome. Circulation. 1992; 85 (1 Suppl): 1140—4.

Moss A.J., Schwartz PJ., Crampton R.S. et al. The long QT
syndrome. Prospective longitudinal study of 328 families.
Circulation. 1991; 84 (3): 1136—44.



HEWHBA3VBHASI APUTMOJIOMS 127

29. Moss A.J., Zareba W., Benhorin J. et al. ECG T-wave patterns 35. Mullally J., Goldenberg 1., Moss A.J., Lopes C.M.,

in genetically distinct forms of the hereditary long QT syn- Ackerman M.J., Zareba W. et al. Risk of life-threatening cardiac

drome. Circulation. 1995; 92 (10): 2929—34. events among patients with long QT syndrome and multiple
30. Moss A.J., Zareba W., Hall W.J. et al. Effectiveness and limita- mutations. Heart Rhythm. 2013; 10 (3): 378—82.

tions of beta-blocker therapy in congenital long-QT syndrome. 36. Schwartz PJ., Priori S.G., Spazzolini C. et al. Genotype-phe-

Circulation. 2000; 101 (6): 616—23. notype correlation in the long-QT syndrome: gene-specific trig-
31. Napolitano C., Bloise R., Priori S.G. Long QT syndrome and gers for life-threatening arrhythmias. Circulation. 2001; 103 (1):

short QT syndrome: how to make correct diagnosis and what 89-95.

about eligibility for sports activity. J. Cardiovasc. Med. 37. Vincent G.M., Timothy K.W., Leppert M., Keating M. The

(Hagerstown). 2006; 7 (4): 250—6. spectrum of symptoms and QT intervals in carriers of the gene
32. Rashba E.J., Zareba W., Moss A.J. et al. Influence of pregnan- for the long-QT syndrome. N. Engl. J. Med. 1992; 327 (12):

cy on the risk for cardiac events in patients with hereditary long 846—52.

QT syndrome. LQTS Investigators. Circulation. 1998; 97 (5): 38. Zareba W., Moss A.J., le Cessie S. et al. Risk of cardiac events in

451—6. family members of patients with long QT syndrome. JACC.
33. Roden D.M. Acquired long QT syndromes and the risk of proar- 1995; 26 (7): 1685-91.

rhythmia. J. Cardiovasc. Electrophysiol. 2000; 11 (8): 938—40. 39. Zareba W., Moss A.J., Schwartz PJ. et al. Influence of genotype
34. Schwartz PJ. The congenital long QT syndromes from genotype on the clinical course of the long-QT syndrome. International

to phenotype: clinical implications. J. Intern. Med. 2006; 259
(1): 39-47.

Long-QT Syndrome Registry Research Group. N. Engl. J. Med.
1998; 339 (14): 960-5.

IMoctynuna 29.05.2015 .

Ionmucana B mevath 15.06.2015 &

AHHAJIBI APUTMOJIOMNN - 2015 « T. 12 + Ne 2



