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PE3IOME

MpeactasaeH cayyar HoBoro IKI narrepHa, y 6OAbHOM 6 AT C CMHAPOMOM YAAMHEHHOrO MHTepBaAd QT (CYMQT). Ha 3KI nokos yaArHeHue
KOppHrMpOBAaHHOIo MHTepBaAd QT (QTc) A0 568 mc. [IpoBeAEHHOE MOAEKYAIPHO-reHeTM4eCKoe MCCAEAOBAHME BbISBUAO MyTaLMIO de novo
B reHe SCNSA (p.Vall411Met), naTtoreHHsl KAQCC V, XaPAKTEPHYIO AAS TPETbEIO MOAEKYASIPHO-reHeTnyeckoro BapuarHta CYUQT (LQT3).
Moy XOATEPOBCKOM MOHMTOPMPOBAHMM OTMEYEHA «rmnepaaantaumsan nHtepeara QT (slope QT/RR 0.37 npu Hopme A0 0,24). Bo Bpems Ho4HO-
[0 CHQ, B MEPUOAbI, COOTBETCTBYIOLLIME (ObICTOOMY CHY) MPK KAQCCUYECKOM MOAMCOMHOIPACOUM, 3APEMMCTOUPOBAHBI MM30AbI COYETAHHOM
arbTepHaLmm 3ybua T u asbTepHaums komnrekca QRS (AT/AQRS). AQHHbIF NATTEPH PAHEE He OMMUCHIBAACS Y 6OAbHbIX ¢ CYMQT. HasHayeH
ATEeHOAOA 1 mr/kr. Ha cooHe tepanumm yepes 2 mecaua coeHomeH AT/AQRS He perncTpuposancs. OBCYXKAQIOTCS BO3MOXKHbIE MEXAHM3MbI
M MPOrHOCTMYECKOe 3HaYeHMe BbisBAeHHOro SKI NnaTTepHa, BOMpPOCkl Ae4eHMs GOAbHbIX C LQT3. 3akatoyerme: Co4eTaHHAs aAbTePHALms 3yoLa T
n komnaekca QRS (AT/AQRS) aBAS€TCS HOBbIM, PpAHee He OMMCAHHbIM, SKI dpeHoMeHOM y 60AbHbIX ¢ CYMQT, BbICOKOBEPOATHO MOBbILLIQIOLLIMM
PUCK PA3BUTUS CEPAEYHBIX COBLITUM. (TMMEePAAQNTALMI) MHTEPBAAQ QT MOXET BbiTh OAHMUM U3 DAEKTPOKAPAMOAOTMYECKMX MPM3HAKOB LQT3.
BosHukHoBeHMe nartepHa AT/AQRS B goa3y «BbICTPOro CHA», AEAQET ITOT MEPUOA, BOZMOXKHO, HaMOOAEE YrPOXKAEMBIM MO PA3BUTUIO CEPAEY-
HbIX COBbITMI Y BOABHBIX C LQT3.

KAIOYEBBIE CAOBA: CMHAPOM YAAMHEHHOTO MHTepBaaad QT, LQT 3, arsTepHaums 3ybua T u komnaekca QRS, «rmnepasantamay MHTepsaaa QT,
nepuroA cHa.
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SUMMARY

We present a case of a new ECG phenomenon that has not been described previously in patients with long QT syndrome (LQTS). Prolongation
of the QT interval (QTc) to 568 ms were revealed in girl 6 years old on the resting ECG. There were no symptoms, syncope or family history of sudden
death. A molecular genetic study revealed mutation «de novonin the SCN5A gene (p.Vall411Met), a pathogenic class V that typical for the third
molecular genetic variant of LQTS (LQT3). During Holter monitoring a «hyperadaptationy of the QT interval was noted (slope QT/RR 0.37 with normal
limit fill 0,24). New ECG pattern of the combination T wave alternans and QRS alternans (AT/AQRS) at the night sleep (possibly in REM sleep) were
recorded. This pattern has not been described previously in patients with LQTS. Atenolol 1 mg/kg was prescribed. During therapy, AT/AQRS did not
record after 2 months. Possible mechanisms and prognostic significance of the identified ECG pattern, issues of treatment of patients with LQT3
are discussed. Conclusions: Combined of T wave alternans and QRS alternans (AT/AQRS) is a new ECG pattern in patients with LQTS that is likely fo
increase the risk of cardiac events. “Hyperadaptation” of the QT interval may be one of the electrocardiological features of LQT3. The emergence
of the AT/AQRS pattern during REM sleep makes this period perhaps the most dangerous for the development of cardiac events in patients with LQT3.
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9neKTp0Kap/:[H0rpa(1)m[ SIBIISICTCSI OCHOBHBIM METO- T'CHHBIC CHHKOIIE, IEPEXO/IAIINE B OCTAHOBKY CepAlla U BHE-
JIOM TUarHOCTHKU CHHApPOMa YIIMHCHHOTO WHTEpPBa-  3alHYIO CMEpTh [3], KpaifHe BaKHO HAWTH UX JOKITHHUYCCKIC
ma QT (CYUQT) [1, 2]. Tak kak equHCTBeHHBIM, a yacTo  JDKI kpuTepuu HHIWBHUIyalIbHOTO IPOTHO3a KOHKPETHOTO
TIePBBIM, KIIMHUYECKUM TIPOSBIICHUEM OOJIe3HU SBIIIOTCS  manueHTa. [Ipencrapnsem ciydail HOBOTO, paHee HE OIHCHI-
JKU3HEYTPOKAIOIIIE JKEITyIOYKOBBIC TAXUKAPAUU U apuT™Mo-  Baemoro, DKI -marrepna y 6ompHeix CYUQT.
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Marepuana u MeToabI

O6cnentoBana geBouka 6 jet. XKanoo wer. [Ipu muianoBom
OKT obcnenoBannu nepea mkoioi Ha 12 xanansHON DKI
TOKOsI BBIsIBIIEHO yminHeHnue uarepsaia QT. IIpu ocmorpe
n obcnenoBanuu 15.02.2024 (BMecTe ¢ MaTepbio), Kanod
HE IpebsBIsiia, TEPANNIoO HE NOJTyYaeT, Ciy4an CHHKOIIE,
BHE3aITHOI CMEpTH B ceMbe MaTh pebeHka orpunaet. [Ipu oc-
MOTp€ 110 opranam 0e3 0coOeHHOCTEH, apTepuaibHOE J1aB-
JICHHE, 9XOKapauorpadus B HopMe, 00Ie aHaIu3bl KPOBH,
MOYH, OMOXUMHYECKHI aHaJIU3 KPOBH, JIICKTPOIHUTH KPOBH,
TOPMOHBI IIUTOBHUIHOM JKeJie3bl B pe(h)epeHCHBIX uarna3o-
Hax. Ha 12 xanansnoit OKI nokos (puc. 1) UHCC 94 yn/mun
(BozpactHas HopMa 80—105 yn/mMuH) [4] KOppUTHPOBAHHBII
nntepsan QT (QTc), paccunranusiii o Gpopmysne bazerra
QT/VRR, cocraBma 568 mc (Hopma y nereit no 440 mc [4]).
Ha OKTI ponureneit u mananameii cectpsl uatepBai QT B HOp-
Me.

[Tpu xonTepoBckOM MOHUTOPHPOBaHKH, (XM) npoBeieH-
HOM Ha armapare SeerLigh u nporpaMMHoM oOecnieueHnH
MARS (GE, CIIA) (uacrora auckperuzanun IKI' 125 I'm,
paspsAHOCTh aHaNoro-uugpoBoro npeodpaszosaress 10 our,
JUHAMUYeCKUH 1uanas3oH 16 MB, monoca npomyckaHusi CUrHa-
na 0,05-40 I'ty), 3aperucTpupoBaHo 5 CynpaBeHTPHKYISPHBIX
akcTpacucrtod, cpenaecyrounas YCC 98 yn/MuH, nUpKaIHBIA

—_—

unjexc — 1,38, cpenHeCcy TOUHbIH KOPPUTHPOBAHHBINA UHTEPBAI
QT (QTc) — 559 mc. Ilpu onenke «QT nuHAMUKNY KOIPPH-
uueHT muHeHo# perpeccun QT/RR (Slope) cocrasun 0,37
(puc. 2) npu HOpM™eE 110 0,24 [5].

Bo Bpems HouHOro cHa npu XM nepuogndecku peru-
CTPUPOBAINCH KOPOTKHE SIH30/bI MAKPOCKOIIMYECKOH allb-
tepHanuu 3youa T (AT) u anpreprannn kommiekca QRS
(AQRS), B BUIC MUKIHYECKOTO H3MCHEHUS OT COKPAILICHUS
K COKpameHuto Mopdoioruu 3youa T 1 aMIIuTyasl KOM-
miekca QRS, 6e3 npu3HakoB Npex1eBpEMEHHOCTH COKpa-
mienHwuit (puc. 3).

Onmsonsl AT/AQRS pernctpupoBainch HCKIIOYUTEIBHO
BO CHE, B T. H. «IIEPUOIbI TIOBBIIEHHON JANCIIEPCHI PUTMA
cepaua (puc. 4), KOTOpbIE COOTBETCTBYIOT (ha3e «OBICTPOTO
CHay TPHU KJIACCUYCCKON TomcoMHorpaduu [6].

[MocraBnen nuarHo3 « CHHAPOM YIJIMHEHHOTO MHTEP-
Basa QT», HasHaueHa Tepanuu OcTa-Onokaropamu (Ate-
HOJION | MI/KI/CyTKH B JiBa IipueMa). JlaHbl peKOMeH1aIiH
n30erath NpyueMa npenaparos, yIHHAIOMMX HHTepBain QT
(www.crediblemeds.org). BombHO# OBLIO BBIITOIHEHO MTOTHO-
9K30MHOE CEKBEHHPOBAaHUE ¢ OMONH()OPMATHIECKUM TIONCKOM
MYTalui B TeHaX, OTBETCTBEHHBIX 3a NEPBUYHBIC aPUTMOTEH-
Hble cuHIpoMbl. B rene SCNS5SA Obula BEISIBIICHA TETEPO3U-
rotHast myTtauust NM_000335: ¢.1231G>A (p.Vall411Met),
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PucyHok 1. 12-kaHaAbHas K 6oAbHOM 6 AeT. PUTm cuHycoBbiit. YCC 94 ya/MUH (MHTEPBAA R-R 638 mc), D0C 68 °, PR MHTEPBAA 134 MC, LLMPUHA
Komnaekca QRS 78 mc, nHtepsaa QT 454 mc. KopprriMposaHHbil MHTepsaa QT (QTc) no doopmyae Baszetra (QT/A RR) — 568 mc. Mopdooaormsa 3y6ua T
(HTepsaaa QT) BO Il OTBEAEHMM C AAMHHOM M3OAMHMEN CermeHTa ST

i I | : | | |
472 496| 496 488, 496/ 496 504

16-ches-2024 03:54:58

" PrcyHok 3. AAbTepHaLMA 3yOLa T (LMKAMYECKOE YePEAOBAHNE MOPAO-
AOTUM 3yBLA T) M AABTEPHALMS KOMMAEKCA QRS (LMKAMYECKOE YepeAo-
BAHME AMIMAUTYAbI KOMMAEKCA QRS CO BTOPOro Mo nstoe COKpaLLLEeHUe)
BO BCEX OTBEAEHMAX BO Bpemq HoYHoro cHa (03:54) y BoAbHOM 6 AeT C
AMArHO30M CMHAPOM YAAMHEHHOTO MHTEpBAAa QT (LQT 3). B otBeaeHMM
V5 0603HA4EHbI MHTEPBAABI RR B MC

RA (ma)
PucyHok 2. CpeAaHecyTo4Has «QT-AMHAMMKO) MPU XOATEPOBCKOM MO-
HUTOPUPOBAHUK Y BOABHOM 6 AET C AMATHO30M CUHAPOM YAAUHEHHOTO
mHTepBaaa QT (LQT 3). KoadbdouumneHT AmHenHowm perpeccum (Slope)
QT/RR 0,37, HTepcenTt 188, koadbdoumLmeHT koppeadummn r QT/RR = 0,68
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YacToTa cokpa
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Bpemn cyToK (C TOUHOCTEIO 00 30 cexyHa)

PurcyHok 4. Bpems BO3HMKHOBEHMS HA TpeHAe YCC co4eTaHHOM aabTepHaLMm 3ybua T u komnaekca QRS (Cm. puc. 3) BO BDEMS HOYHOTO CHA B «re-
PUOA NOBBILLEHHOM AMCNEPCUMY PUTMA CcepaLd B 03:54 (CTpeAKd) y BOAbHOM 6 AET C AMATHO30M CUHAPOM YAAMHEHHOTO MHTEPBAAA QT (LQT 3)

(Kiacc marorennoctu V, [atorennast). OKOHYaTeIBHBIN TUATHO3
«149.5 Cunnpom ynmmaennoro narepsana QT, tumn 3 (LQT3)».

KonTponsHoe XM nposezneHo yepes 1 u 2 mecsna nocie
Ha3HAYEHMs aTEHOJI0JIa M0Ka3a10, YTO OCHOBHAS JUHAMHU-
Ka puTMa cepana u unrepnaia QT coxpaHsiachk co CHU-
skeHueM cpennecytounolt YCC k TpeTbeMy HCClIeIOBAaHUIO
(98, 97 u 80 yn/mun cootBeTcTBeHHO). [Tepuomsr AT/AQRS
COXpaHsIMCh Ha BTopoM XM yepes Mecsll OT Havasla Tepa-
1M, HO HA TPEThEM, Yepe3 2 Mecsla, yKe He perucTpupo-
BaJIUCh.

Oobcy:xnenue

Huarno3z CYUQT cTaBuTCsS HAa OCHOBAaHUHM KPUTEPH-
eB mkaisl [IIBapra, B KOTOpble BXOAT OasibHAs OLEHKa
koppurupoBanHoro natepsaia QTc (QTc > 480 mc umeer
3HaYMMOCTh B 3 Oamna; QTc ot 460 mo 479 mc — 2 Gania;
QTc ot 450 no 459 mc — 1 6am), Tunwmunas gt CYUQT, mo-
muMopdHast xemynoukosas Taxukapaust « Torsade de Pointes»
(2 6ayuna), Hapymenus Mmopdosoruu 3yona T B Buze ansrep-
Hauuu (1 6amt) mim Byroposix 3yomos T (1 6asur), naHHbBIE
JIMYHOT'O ¥ ceMeNHOro anamuesa [2, 3]. Ilpu Hamuuuy cyMMBl
6amtoB 6onee 3,5 nquarHo3 CYHQT cuuraercs BEICOKOBEPO-
SITHBIM, (DAKTHYECKH ITOATBEP)KIACHHBIM. Y Hamield 00JbHON
cymmMma OasoB 1o mrkase I1IBapua cocrasmia 4 (uarepsan QTc
568 mc — 3 Gauta, ansrepHanyst 3yona T — 1 6amn).

IonTBep:xaaeT quarHo3, He3aBUCUMO OT ANUHBI QT, BbI-
siBaeHue naroreHHelx mytanuil CYNUQT npu monexynsp-
HO-TCHETHYCCKOM HcclieioBanuu [7]. YV Hamel 00ibHOM
BoisiBieH Tpetuid Bapuant CYNQT (LQT3). B ocHose naro-
rere3a LQT3 nexxut mytanus B rene SCNSA, npuBozsias
K «YCHWJICHUIO (DyHKIIMM» HATPHEBOIO KaHAJIa KapJMOMHOLUTA,
yBeIMUMBAas BXOsMi HaTpueBblil Tok (INa) [8, 9]. Dot
BapuaHT 0OOCHOBAHO 3aII0JI03PEH eIlle JI0 PE3YJILTaTOB I'eHe-
TUYECKOIO T€CTa, HA OCHOBAHUU BBISIBIICHHBIX IEKTPOKap-
Jauonorndyeckux nzmeHenuil. [Ipexae Bcero, Mo THIUYHOMY
st LQT3 ¢enoruny OKI, ¢ nuuHoit n3onmuueit ST cer-
MCHTa C OTKJIOHEHHEM B KoHeuHoU wactu 3youa T [10]. Msr
ONpEeeIUIN elle OAUH HEMHBA3UBHBIN MPU3HAK, KOTOPbII
cuntaeM TUMUIHBIM Uit LQT3 — BeIcOKHE 3HAUCHUS KOI(D-

¢unuenra nuHeiHoro perpeccun mexay QT u RR unTep-
Baami (slope QT/RR), kotopsrii cocrasun 0,37 pu HOpMe
y mereit 1o 0,24 [5]. B matemaTHueckoil HHTEPIPETALUU Ta-
ko# narrepH «QT nuHAMHMKNY 1oApa3yMeBaeT 3HAUUTEIILHOE,
Goniee HOpMBI, ykopodeHue nHtepsana QT npu Taxukapau,
HO upe3mepHoe ymmuHenne QT Ha Opanukapauu [11]. B Ha-
X, 0oee paHHUX, pad0Tax Mbl MPEIIOKHUITN HUCTIOIB30-
BaTh TepMHH «rurnepagantanust QT», 1l OLIEHKN BBICOKHX
3nauenui slope QT/RR y HOBopokIeHHBIX JieTei, Kak Ooiee
(usmonornyecku 000cHOBaHHEIH [12]. U3BecTHBI OpHuTaH-
CKHH y4eHbIH B 001acTn anekrpokapauonornu M. Malik non-
JIeprKall Hallly KOHLICIIINIO, KaK MOJIE3HBIH MOAXO0 PH OLICH-
ke «QT nuHaMHMKM» U B IPyTUX KaTeropusx 00gbHBIX [13].
[To xonnenmu «runepanantanud QT», upe3mepHoe yunHe-
nue narepsana QT npoucxonut Ha Opaankapauu. Ho nmenno
st LQT3 THNUYHO BOSHHKHOBCHHUE CEPICYHBIX COOBITUI
(cuHKOIIE/0OCTaHOBKA cep/ua / BHE3aIHas CMEPTh) B HOUHOE
BpeMsi, Kora OpaguKkap/Ius MaKCUMajibHO BbIpaxeHa [14].
CooTBeTCTBEHHO, upe3MepHoe yanuHenue QT Houbko npu
«runepanantanuu QT» MoxeT ObITH OHUM U3 QaKTOPOB,
Mpepacroiaraonmx K 3aycKy jKeIyl04KOBOH TaxuKap-
nnu Torsade de Pointes.

B namem HaOmroneHnn y O0JIBHOM OBLTH 3apETUCTPHUPO-
BaHbI iepuo/s! ansrepHanyu 3youa T (AT) B HouHOE Bpe-
Mms (puc. 3). AT onpenensieTcst Kak IUKIMYECKOE Yepe1oBa-
Hue 3yO1oB T pa3nnuHoil MOPQOIOTUH B CIEAYIOMNX APYT
3a JIpyroM Cep/IeuHbIX HUKIaX. BriepBbie TepMUH «aibrepHa-
s B neKTpokapauorpaduu nossuics B 1908 roxy, xor-
na H. Hearing onmcas ciryyait n3MeHEHUS MOJISIPHOCTH 3y0-
na T Ha ¢one smonmonanbHOM Harpy3ku [15]. T. Lewis [16]
rokasai, 4ro AT Bo3MOXKHA B 3I0pOBOM Cep/lle IpH yda-
LICHHOM CEpJICYHOM PUTME, JINOO B TIOBPEXKICHHOM CEp/-
e npu HopmaneHOM putMme. H. Kalter u M. Schwartz [17]
BousiBIIM AT Ha rsiti u3 6059 cusireix DK (0,08%) n yka-
3aJIi Ha yBEJIMYECHUE BEPOSTHOCTH BHE3AITHOM CMEPTH IIPH
ee peructpauuu. Ha nporsokenun necarunetuilt AT cunra-
nack kpaitae pegkum KT peHomenom. B 6onbmioit 0630p-
HOM pabote B. Surawicz [18] 1o cepaeuHoii anprepHanuu
1992 roga, eAMHCTBEHHBIM KIMHUYECKUM IIPUMEPOM pa3-
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putus Taxukapauu Torsade de Pointes mocie nepuona AT,
OblIa WILTIOCTpALKsI U3 paboThI (PpaHIly3CKHX aBTOpoB 1974
rona [19]. IIpu 6onee mmpokom npumeneHun MeTonoB DK,
AT craia BEISBISATBCS Yallle, IPex/ie BCero, y 0oibHbIX ¢ CY-
HQT. B padore W. Zareba [20] AT 6su1a BeisiBiicHa y 30
u3 2442 conmpaBIx CYUQT (1.2%) Ha 12 xananpHOM DKIT
niokost. [Tpu XM w1 BeisiBuimn AT B 5,5% nipu o6cnenoBanun
54 6onpuBIx CYUQT [21]. Beinensitor MoHO]a3HYyIO U OH-
¢daznyro AT [20]. Monodasnas AT — 3To nukiIndeckas u3-
MEHYUBOCTH Mopdosorun 3yora T TOIBKO BBIIIE, HIIN TOJIBKO
HYDKE N30 IMHUH (Oosee 1 MeHee BhICOKHMH min riryOokuit T).
budaznas AT — 310 HUKIMYECKOE YepETOBaHHE MTOTOKHUTEIb-
HOTO U oTpunarenbHoro 3yomna T (puc. 3), oHa oTpaxaer 60-
Jiee OOIIMPHYIO CTENeHb PErHOHAIILHOM Ir'eTepOreHHOCTH pe-
nonsipuzanuu [20]. B Hamem HaOmONEeHUH Y IEBOYKHU ObLIa
BbIsiBJIcHa MeHHO Ondasnas AT. Y 83% Oonbubix CYUQT
B uccienoBanun W. Zareba [20] AT peructpuposanacs npu
nnrepsasie QTc 6omee 500 Mc, Tpu ITOM, cepiedHbIE COOBITHS
(ocTaHOBKM cep/la/CHHKOIIE/BHE3aITHAs! CMEPTh) PETHCTPH-
POBaJIMCh JOCTOBEPHO Yalle B rpynre 0oibHbIX ¢ AT, yuem
y 6onbHBIX ¢ TakuM ke uaTepBaioM QT 6e3 AT. D10 roBoput
0 ToM, 4To 3T10T DKI" (heHOMEH TECHO acCOMUPOBaH C I0-
BBIIIEHHEM apUTMOI€HHOCTU MHOKapJa U PUCKOM Pa3BUTUS
OIMACHBIX apUTMUH cepaua.

Hapsiny ¢ AT, B 3TUX e CepIICYHBIX IHKJIaX, HAMHU OBLT
ormeueH emie onuH OKI' ¢peHomen, paHee He ONHCHIBae-
MbIit y 60nbHBIX ¢ CYUQT — ansrepranms komruiekca QRS
(AQRS). AQRS omnuceiBanace enie B Hauase 20 Beka, HO CUH-
Taynack KpaiiHe penkuM GpeHomeHoM (1 cimyuait Ha 10 000 cHs-
Te1X OKI') [22]. P. White B 1938 roxny Tak onucsiBaeT AQRS:
«AnprepHanus aMIUIATYAbI Komiuiekca QRS 6e3 npyrux us-
merennid OKI (uepenyrommxcst U3MEHEHUH (OPMBI MK Bpe-
MEHHBIX MHTepBajioBy [23]. B nepBoii oTeuecTBEHHON MO-
Horpadun A.M. Curana 1935 roaa, neimkoM HOCBSILICHHON
HapyumeHusm putMa cepaua [24], AQRS nocssmena oraens-
Hasl IJIaBa, B KOTOPOI! OH, B YaCTHOCTH, MUIIET: «A1bmepHayus
NPUHAONIENHCUM K CPAGHUMENLHO MATIOU3YUEHHBIM 60NPOCAM
Kapouono2uu... 3aKuouaemcs OHa 6 mom, 4mo Ha d1eKmpo-
Kapouozpamme npu npaguibHOM pUmMuyHOM c1e008aHul
6cex KOMNJIEKcos U 3y0106, OMMedamcs KoneOanus 6 ux e-
auyuHe u pasmepax. ... Tun smux dceny0ouKo8ulx KOMNIEKCO8
u wupuna QRS, ocmaemcsa npu smom noumu HeusMeHHbIM.
Ipoucxooum uepedoganue bonee kpynHolx komniexkcog QRS
€ MeHbWUMU ... acmo nosensemcs 3a HeCKOIbKO OHell Ulu
4acog 00 cmepmuy.

Cpeau noTeHUUaNbHbIX TexHuuYeckux npuand AQRS mo-
KET paccMarpuBarhest nHTepdepeniys purma QRS naruenra
C IIEpHOJIOM U3MEPEHHH CUTHajIa aHAJIOrO-1I(POBOTO MPeol-
pasoBaresisi. JlaHHOE MPEANOI0KEHHE C YIETOM OCTOSSHHOTO
YyepeioBaHusl IBYX MOP(OJIOTHIECKNX BAPUAHTOB KOMILUICK-
coB QRS npencrasnsercs kpaiiHe MaJIOBEPOSTHBIM 110 COBO-
KYIMHOCTH NapaMEeTPOB AUCKPETU3ALMU CUTHAJIA U TOJIOCHI
MIPOIYCKAHMUSL.

BhIaensoT «MeXaHU4eCKYyI0» U «3JIEKTPUUECKYIO»
AQRS [18]. «Mexanuueckas» AQRS peructpupyercs npu
NepuKapAnTax, TaMIOHA/1aX, 33 CYET KOJICOAHHH KHUIKOCTH
B IIEpHUKap/ie MPH KaKJJOM MOCIIETYIOEM COKPALEHUU Cepl-
na. /s oObsICHeHHS MaToreHe3a «JeKTpuyeckoin» AQRS,

HE CBSI3aHHOM C NIepHKapAuaIbHON 1epdy3ueit, HeT ceroqHs
OKOHYaTeJIbHOT0 00bsicHeHus. [IpeiaraioTcs MexaHU3MBI T1e-
PEMEHHOM 3aJIepP>KKH TIPOBOJMMOCTH HIIN OJI0OKA B TEPMHHAIIb-
HoM yactu cucteMsl ['uca — [lypkunse [25], BOSHUKHOBEHME
aTPHOBEHTPUKYJISIPHOI peTporpaaHoii Onokanst 2:1 [26, 27].
Hano ormetuts, uTo Takoi 610k 2:1 siBisieTCS OAHUM U3 Me-
XaHM3MOB pa3BUTHsI IMeHHO LQT3, KoTOpbIii 1 ObUT BBISIBIICH
y Hareii 6onpHOM [9]. «Onekrpuueckas» AQRS B Hacrosiee
BpEMsI Yallle BCEr0 OMMCHIBAETCS B 3aJIIaX T'eTEpPOreHHOM ma-
POKCH3MaIbHON TaXUKAPAUH, KaK C y3KUM, TaK U C IIUPOKUM
komruiekcoM QRS [28, 29] . Ham He BcTpeTHiioch COBpEMEH-
HBIX KJIMHUUYECKUX ONuUcaHuil «anekrpuueckoin» AQRS na cu-
HYCOBOM pUTME, TeM Ooiiee, B coueTanuu ¢ AT. Tosbko B o71-
HOH dKCIIepUMEHTalbHOM padore, Ha Moxenu LQT3 y cobak,
aBropamu otmedanack couerannas AT/AQRS nepen passuru-
eM xemynoukoBor Taxukapauu Torsade de Pointes [30]. SB-
nsiercst i artepH AT/AQRS tunmyabiv nverHo it LQT3,
MIPEJCTOUT BBISICHUTB B XOJI€ MTOCJIEAYIONIETO HAaOIIOACHNUS
U MCCIIeIOBAHUI.

Kax y»e roBopunocs Beie, npu LQT3 cepreunsie co-
OBITHSI (CHHKOIIE / OCTAaHOBKA Cep/iia / BHE3aIrHasi CMEPTh)
B 64% ciyyaeB IpoOUCXOJAT B HOUHOE Bpems [ 14]. V Hameit
0OJBLHOM CUMIITOMOB HE OBLIO, HO SMN30/bl COYETAHHON
AT/AQRS ObutH 3aperucTprUpOBaHBI UMEHHO BO CHE, B «IIEpPH-
OZIbI OBBIIIEHHOW TUCTIEpCHM» pUTMa cepana (puc. 4), coor-
BETCTBYIOIINE MEPUOLY «OBICTPOTO CHA» TPH KIACCHYECKON
noncoMHorpaduu [6]. «beicTpsIit cony sBnsieTcst Hanboee
HeCcTaOWIBHBIM IIEPHUOJIOM CHA, T/Ie MOT'YT BO3HHUKATh OOJIb-
LIUHCTBO HapymeHuil putma cepaua [31]. «Ilepuoasl no-
BBIIIEHHON AUCHEPCUN» U CTPYKTypa CHA B LIEJIOM, XOPOLIO
BHUIHBI Ha TpeHae HouHoi YCC Ha JII00BIX KOMMEPUYECKUX
cucremax XM, peioKeHbl arOpUTMbI OLIEHKH y Aeteit [6],
HO 3TOT NOJXOJ €1€ HEJOCTATOYHO aKTUBHO UCIOIb3YETCS
y ZAeTell ¢ kKapAuoIoruuecKkoi naronorueil. Bnoane Beposr-
HO, yTO onucanHbli Hamu HOBBIM OKI narrepn (AT/AQRS)
Mor ObITh 1 'y aApyrux 6omsHbIX CYNQT, B rpyrimne KOTOpbIX
XM sBisiercst 00s13aTesIbHO YacThio o0cienoBanus. OaHaKo,
OTCYTCTBUE COOTBETCTBYIOIIUX aBTOMATHYECKUX AITOPUTMOB
peructparmu AT/AQRS B coBpeMEHHBIX KOMMEPUYSCKUX CH-
cremax XM TpeOyeT OT Bpaua-3KcIepTa, IPOBOJISIIETO HC-
CIe0BaHNE, COOTBETCTBYIOUIUX 3HAHUN U HALIEIECHHOCTU
HAa €r0 BBISBJICHUE.

BriBoabI

Couerannas ansrepHanus 3yona T u kommekca QRS (AT/
AQRS) siBsieTcst HOBBIM, paHee He OIMCAaHHBIM, JIEKTPOKap-
JrorpadUuecKnM aTTepHOM OOJIBHBIX C TPETHHM BapHAHTOM
cunapoma ymnuaenHoro uatepsaina QT (LQT3). C yuerom
toro, uto AT u AQRS sBnsAt0OTCA 10Ka3aHHBIMU IPOTHOCTHYE-
CKH HEOJIaronpusTHBIMHU NPU3HAKaMH AJIEKTPUYECKOI HecTa-
OmIbHOCTH MUOKap/a, nmarrepH codyeranHoi AT/AQRS Brico-
KOBEPOSITHO MOBBIIIACT PUCK CEPACUHBIX COOBITHI Y OOJIBHBIX
CYUQT. Bozuuknosenue narrepua AT/AQRS B ¢pazy Hau-
Goree HeCTAOMIBLHOTO «OBICTPOTO CHAY, AEACT 3TOT HEPHOI,
BO3MOXKHO, HanOoJee yrpoXKaeMbIM 10 Pa3BUTHIO OIACHBIX
aputMmuii cepana y 6onpHbIX ¢ LQT3. «['unepamanraus
naTepBaia QT MoXeT ObITh OJJHUM M3 3JIEKTPOKAPAHOJIOTH-
YyecKHX Mpu3HakoB TpeTbhero Bapuanta CYUQT (LQT3).
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