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AHHOTALMSA

Beeaenne. Cunapom ymmmaernHoro uHTepBaia QT (CYUQT) — cambiii yacteiid
HACJIEICTBEHHBIN CUHIPOM U3 TPYIIIbl KAHAJIONATUH, C BBICOKUM PUCKOM BHE3AITHOU
CEepACUYHON CMEpTH, XapakTepusyroumica yminHeHueM uHtepBasia QT na OKI' u
MNPUCTYIIAaMH  TIOTEPH  CO3HaHUS Ha (OHE DOIHU30JI0B  KUZHEYIPOKAIOIIUX
KEIYJOUYKOBBIX apuTMuil. Llejb HMccaeq0BaHUSA — JAEMOHCTpAalUs KIMHAYECKOTO
cayyass CYUQT, III MoJeKyIapHO-TEHETUYECKOTO BapuaHTa, y 9-J€THEro MmayeHTa,
OCOOCHHOCTH HA3HAUYCHUS AHTHAPUTMUYECKOM Tepanmuu W TAKTUKU BEJICHMUS.
Marepuajbl 1 MeTOAbl. PeTpOCIIEKTUBHBIN aHAIU3 UCTOPUU OOJIE3HM MAIUEHTA,
nabmonaromerocst B I'JIKI] JII'’Kb Nell r.ExatepunOypra. Pe3yabratbl. B cTaThe
MPEACTABICH KIMHUYECKUM ciay4yail cuHapoma yJuuHeHHoro umHtepBasia QT — Il
MOJICKYJIIPHO-TEHETUYECKUM  BapUaHT, OCOOCHHOCTU KJIMHUYECKOTO TEUCHHS,
JTUArHOCTUKH, Tepanuu y pebenka 9 ger. OOcyxaenme. KoHcepBaTUBHOE
MeaukameHnto3Hoe jJeuenne CYNQT y aereit 101KHO TPOBOJUTHCS CBOEBPEMEHHO, C
Y4ETOM OCOOCHHOCTEH Ka)KJO0T0 MOJIEKYJISIPHO-TEHETHUYECKOTO BapuaHTa. BbIBOIBI:
CYUQT sBnsiercs reHeTUYECKH OOYCIOBIEHHBIM CHHIPOMOM C BBICOKUM PHCKOM
BCC, naxe mnpu OecCUMOTOMHOM Te4YeHHH, 4TO Tpebyer mnposenenus OKI -
CKpUHHMHTA B JEKPETHPOBAHHBIE CPOKU y BCEX JETE€d M HACTOPOKEHHOCTHU Bpaydei
IIPU  OTATOLIEHHOM  CEeMEMHOM  aHamHe3e.  OmnpenesieHHe  MOJIEKYJISIPHO-
reHeTrndeckoro Bapuanta CYMQT no3BoauT o00CHOBaHHO HazHayaTh 3 (PEKTUBHYIO
TEepanuio U ONPENEesaTh TAKTUKY HAOJIOJEHUS, BKJIIOYAasi BO3MOXHOCTh JOMYyCKa K
(hbU3MYECKUM Harpy3Kam.

KiroueBbie caoBa: cunHapoM yanuHeHHoro wuHtepBaina QT, Il monexymnspho-
T€HETUYECKUHN TUII, 0COOCHHOCTH TEparuu.
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Abstract

Introduction. Long QT interval syndrome (LQTS) is the most common hereditary
syndrome with a high risk of sudden cardiac death, characterized by prolongation of
the QT interval on the ECG and bouts of loss of consciousness against the
background of episodes of life-threatening ventricular arrhythmias. The aim of the
study - to demonstrate a clinical case of LQTS, the Il genetic type, in a 9—year-old
patient, the specifics of prescribing antiarrhythmic therapy and management tactics.
Materials and methods. Retrospective analysis of the patient's medical history
observed in the Children's hospital N11 of the city of Yekaterinburg. Results. The
article presents a clinical case of long QT syndrome — Il genetic type, features of the
clinical course, diagnosis, therapy in a 9-year-old child. Discussion. Conservative
drug treatment of LQTS in children should be carried out in a timely manner and take
into account the characteristics of each molecular genetic type. Conclusions: LQTS
Is a genetically determined syndrome with a high risk of sudden cardiac death, even
when asymptomatic. This requires ECG screening in a timely manner in all children
and the attention of doctors with a burdened family history. Clarification of the
genetic type of LQTS will allow prescribing effective therapy and determining the
tactics of observation, including the possibility of admission to physical activity.
Keywords: long QT syndrome, molecular genetic type Il features of therapy.

BBEJIEHUE
Cunapom ymmHeHHoro wuHTepBaia QT (CYUQT) — cambiii 4acteiid
HACJICJACTBEHHBIM CHHIApOM u3 rpynmbl kKanamomatuit  (1:3000 — 1:2500

HOBOPOXKJCHHBIX), C BBICOKMM pPHCKOM BHe3amHou cepiaeunoit cmeptu (BCC),
xapaktepusyrommiica yanuHenueMm nntepana QT nHa snextpokapaunorpamme (OKI)
M TpUCTyNaMH TMOTepU CO3HaHMs Ha (OHE SBMU30J0B KUZHEYTPOKAIOLIUX
KEJITYJJOUKOBBIX APUTMHUNA, HAMOOJEE YacTO — >KEIyJAOYKOBOM TaxXuKapauenl Tuma
«mmpya™ [1, 2].

Cunnpom ymmHeHHoro uHrepBana QT oOyciioBieH MyTauMsMU B TEHaX,
Konupyromux anbha- U 0eTa-CyObeIUHHUIIBI HOHHBIX KaHAJIOB MEMOpaHbI
KapJIMOMHOILIUTOB, A  Takxke  crnenupuueckue  OeaKku,  OCYIIECTBISIONINE
BHYTPHUKJIETOUHYIO PETYJISUI0 MOHHBIX TOKOB. Hambosnee 4yacTbIMU MOJIEKYJISPHO-
TreHEeTUYECKMMU BapUaHTaMU CHHApOMa YIJIMHEeHHoro uHrtepBana QT sBistorcs:
LQT1 (mytanus B rere KCNQI1), LQT2 (mytauus B rene KCNH2), LQT3 (myrarust
B rene SCNSA). OcrayibHble BapHaHThI BCTpeUaroTcs MeHee 5% Beex ciaydaes [2, 3].

Heap uccienoBanusi — AeMoHcTpauus kinuHuyeckoro ciyyas CYUQT, III
MOJIEKYJISIPHO-TEHETUUECKOr0 BapuaHTa, y 9-7meTHero mnamueHTa, OCOOEHHOCTU
Ha3HAYEHUS AaHTUAPUTMUYECKOUN Tepanuu U TAKTUKUA BEJACHUSI.

MATEPHAJIBI U METO/bI

[IpoBeneH pPETPOCTIEKTUBHBIM aHAIU3 HMCTOpUM OoJsiesHn mnanuenta c Il
MOJIEKYJIIPHO-TEHETUYECKUM BapUaHTOM CHHApOMa yJIjauHeHHoro uHTepBaia QT,
HaOmopatouierocs B ['opoackoM AETCKOM KapIMOpEeBMATOJOTMUYECKOM IEHTpE
("AKID) nerckoit roponckoit kiauHudeckol OonbHunbl Nell (AI'KB Nell) r.
ExkatepunOypra.

PE3YJbTATBI
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[Tarmment M. 9 ner, nabmomaercs aputmosniorom I'JIKI[ JIT'KB Nell ¢ wurons
2021 roma. AKTHUBHBIX >ajao0 CO CTOPOHBI CEPACYHO-COCYIMCTONW CHUCTEMBI HE
MPEIBSABISECT, CAHKOIIE OTPUIIAET.

N3 amamne3a 3aboneBaHWs W3BECTHO, YTO: MPH IUTAHOBOM CTAIllMOHAPHOM
obcnenoBannu B utoHe 2021r 1Mo moBoAy NOJUIMHO3a, OPOHXMAIBHOM aCTMBbI, Y
nanueHTa ObUA 3aperucTpupoBanbl u3MeHeHus:s DKI' B Buae yaJIMHEHUsI UHTEpBaia
QT mo 530 mc Ha ¢done cuaycoBoi Opammkapauu ¢ UCC 47-65 ym/mun. s
YTOYHEHHUsI JaMarHo3a ObUIO Ha3HAYEHO XOJTepoBckoe MoHuTOpupoBanue OKI
(XM3KT): cpeansis YCC 71 yn/mun., munuMmanbHas YCC 40 yn/mMuH., HapyleHUN
CEpJIEYHOr0 pUTMa He 3a(PUKCUPOBAHO, OTMEYAIOCH YAJIMHEHUE KOPPUTHPOBAHHOTO
untepBana QT Oonee 480 mc 99% BpemeHu. [{OMOTHUTENBHO MPOBOIUIOCH
sxokapauorpapuueckoe uccienoBanue (3xoKI'), maronoruu He BoisiBieHO. [lanment
ObLT HampaBlIeH Ha KoHCyibTamuio K aputmosiory B ['JIKII. Ilpum yrouneHum
aHaMHe3a 3a00JIeBaHUS OTMEUEHO, YTO TEHACHIHUS K Y/IMHeHHI0 uHTepBasia QT
Obuta 3apeructpupoBaHa eme B 2016 romy B Bospacte 4 mer. HecmoTps Ha 31O
peOEHOK JOMycKajlcs [0 3aHATUM B CIHOPTUBHBIX CEKIMSX U CIOPTHUBHBIX
COpPEBHOBaHMI 0e€3 orpaHndeHuil. MajabuuK 3aHUMaeTcs Kapare ¢ 8 jer 4,5 Jaca B
Henento. HacliencTBeHHOCTh MO CEepJIeUHO-COCYIUCTBIM 3a00JIEBaHUSAM OTATOIICHA
1o JuHUM oboux poauTteneit: y marepu — HIIJI, mponanc MutpaibHOrO KiiamaHa; y
nenymky no guHua marepu — UBC, creHokapaus, creHtupoBanue B 60 neT; y
0abymku — Al'; y orma pebenka — Opagukapaus; y OsAd 10 JIMHHUK OTIHA —
MMIUTAHTUPOBAaHHBIN 3iekTpokapanoctumyiisitop. Cioydyan BCC, cuHkone B cembe
OTPHUILIAOT.

JIJist TOTOTHUTENBHOTO 00CIIeIOBaHUSl TAIMEHT ObUT HaIpaBjieH B JHEBHOMN
crarmonap ['JIKL[ JII'’Kb Nel1. Ha OKI' coxpansinace 6panuaputmus 50-75 ya/muH.,
yauHenue uHTtepBaina QT B aumamazone ot 560 Mc B mokoe no 530 mc mocine
Harpy3ku, Ha XMOKI cpenusas YCC 93 ya/mun., munumansias YCC 43 ya/muH.,
QTc cpennmit 3a cytku 512 mc (ot 428 mo 591 mc). Takke Obula mpoBeaeHa
BEJIOApProMeTpusi: poda He 3aBeplieHa (xajgo0bl HAa YCTaJOCTh), TOJEPAHTHOCTh K
(bu3nyecKoil Harpy3ke HWXKe CpeaHel, Tun peakiuu AJl — HOpPMOTOHUYECKUM, TTPU
YCC o6onee 130 yn/mun. — QTc makcumanbnblii - 450 mc. Ha 4-it mMunyTe
BoccTanoButTenbHOrO mepuona QTc — 488-491 mc, B mokoe QTc — 569 wc.
Hapyienuii putma He 3apeructpupoBano. Ha ocHoBaHMM Bcex 00cCien0BaHuid ObLIO
caenaHo 3akirodeHue o BbicOkod BepositHoctH CYUQT (4,5 Gamna mo mikane
[MBapma): QTc (mo dopmyne bazerra) 6onbpme 480 mc — 3 Gamra, QTc nHa 4-i
MHUHYTE BoccTaHOBJIeHUs ipu BOM Gounbire 480 mc — 1 6amr; Opagukapaus (<2%o) —
0,5 Gama. YuuTeiBasi mojgyueHHbIe AaHHbIC, manueHty ¢ 23.07.21 Oblia Ha3HaueHa
aHTHAPUTMHUYECKasl Tepamus: arteHojon u3 pacuera 0,5 mr/kr/cyt. — 20 mr B 2
npuema. Jlis yrtounenuss nuarHoza 30.07.22 mpoBelneHa  TeIEMEIUIIMHCKAS
koHcynbpTamss ¢ ®I'BY «HMMUI] um. AnmazoBa», ycranoBieH nuarto3: CYUQT,
O0eccunkonanbHas ¢opma. [loaTBepkaeHa aHTHAPUTMUYECKasT Teparusi aTEHOJIOJIOM,
PEKOMEHI0BAaHO T'eHeThueckoe obciienoBanne. Ha ¢oHe mpoBoguMoi Tepamnuu 1o
nanaeiM XMOKI' coxpansnack cunycoBas Opaguaputmus 45-75 yn/mus., QTc — 520
Mc; B nuHamuke cpeasis YCC — 81 yn/mun., munumanbHas YCC — 43 yn/muH.,
cpennuit QTc 3a cytku — 496 mc (ot 405 10 586 mc). Tlo pexomeHgauu apuTMOJIora
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nanueHT Obut HanpasiieH B ®I'Y HUUM nenuatpun um. BenbTumiesa s yTouyHEHUS
JIMarHo3a U KOPPEKIMU Tepanuu.

C 21.10.21 mo 27.10.21 pebenox Haxomwics B ®I'Y HUUM megmatpum um.
Benbrumniesa. Ilpu npoBeieHUU TE€HETUYECKOTO HCCIICIOBAHUS BBISIBIICH BEPOSTHO
natoreHHbId BapuaHT B reHe SCNSA B reTepo3uroTHoM cocTosiHuu. PekoMeHnnoBana
KOPPEKIIMUS JT03bl aT€HOJI0JIa 1 KOMOUHAIIMS €T0 ¢ aJUIalMHUHOM. BbUiM mpoBeACHBI
cpaBuurenbHbie uccieaoBanus OKI' u XM-OKI' otnenbHO Ha yBEJIWYEHHOW J103€
ateHonona g0 S50 wmr/cyr. (06€3 IWHAMHKHA, C COXpaHEHHWEeM OpaguKapIuu M
nuarazoHoM QTc ot 510 Mc B mokoe g0 443 Mc mocjie Harpys3ku), 3aTeéM B
KoMOuHaruu are”osona 50 mr/cyT. u amnanuauda 37,5 mr/cyt. — mo 12,5 mr Ha 3
npueMa (¢ mojoxkuTenbHoM auHamukon 1mo QTc — 454-492 mc B mokoe, mocie
Harpy3ku 443-483 mc, HO ¢ coxpaHeHueMm Opanukapauu 50 ya/muH.). Taxke ObLI
IPOBEJICH TPEAMMII-TECT Jis OlleHKU peakuuu uHTepBaia QT Ha Harpy3ky Ha (one
Ha3HAYEHHOM KOMOMHUPOBAaHHOW Tepamuu: mpoOa HE 3aBeplieHa, IpUYNHA
npekpamieHus: — ycranoctb, oTBeT YCC Ha Harpy3ky cHuxkeH, QTc B mokoe 508 mc
Ha BbICOTE Harpy3ku 429 mc, B BOCCTAHOBUTEIBHBIN MEPHOJ BHOBb TEHICHIMUS K
yIJIuHEHUIO 10 502 Mc, HapyILLIEHUH pUTMa HET.

Ha ocHoBaHMM TeHETHYECKOTO aHAJIN3a, TAHHBIX UHCTPYMEHTAIBHBIX METO0B
HCCIICJIOBAHUS. U TOJOXKHUTEIBHOM JMHAMUKM Ha KOMOMHUPOBAHHOW Tepamuu
MalMeHTy ObUI YCTAHOBJEH OKOHYATENbHBIM AuarHo3: CHHAPOM YIJIMHEHHOTO
uareppania  QT, mnepBuunblid, III  MOJEKYyISAPHO-TEHETUYECKUI  BapHUaHT,
O0eccunkonanbHas ¢opma. PebGeHOk BhIMHMCaH MOJ HAOMIOACHUE KapAuojora M
apuUTMOJIOTa 0 MECTY >KHUTENIbCTBA, 3aHATHUS JIIOOMTEIILCKUM CIOPTOM Ha (oHe
AHTUAPUTMHUYECKON Tepanuu (aTeHOJION+a/NIalMHUH) HE MPOTHBOMOKAa3aHbl, 0e3
y4acTHUsl B COPEBHOBAHUSX.

Yepes 3 Mecdiia oT Havaja Tepanuu peOeHOK MOBTOPHO MOCTYHHI B IHEBHOU
crauponap I'ZIKII mist onenku sddexktuBHOcTU Neuenus. [lo pesynbraram OKIT
oTMeyYanach noyioxurenpHas nuHamuka no QTc — 418 mMc B mokoe, mociie Harpy3ku
430 Mc, HO ¢ coxpaHeHueM Opaaukapauu 49-60 ya/mun. (tabnuna 1). Ha XMOKT Bo
cHe npu muHuMasibHOM YCC 39 ya/MUH. perucTpupoBajioch yIJIWHEHHWE UHTEpBaja
QT o 510 mc.

Tabnuma 1
Junamuka YCC u QTc no pesyapraram IKI' 3a nepro 1 HaOI0ICHUS.
ITepuon | Ilomyuaemas Cpenusss | QTcB QTcB QTc nocne
Teparnus, YCC noxkos | mokoe, | oprocrase,m bus.
MT/CYT ya/MUH MC c Harpy3KH, Md
2016r - - 474 - -
2020r - - 463 - -
06.2021 - 47-65 530 - -
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07.2021 - 50-75 560 530 500
08.2021 are”osoi 20 45-75 520
10.2021 atenoJion 50 47-50 507 520 443
10.2021 arenosoa 50 + 50-77 454 470 443
aJUTAlTMHUH
37,5
01.2022 | arenomoi 50 + 49-60 418 430 430
aJUTalTMHUH
37,5

[TarmmenTy pexoMmenaoBano HaomoaeHue aputmosora I'JIKL, koaTpons OKI 1
pa3 B 3mecsina, XMOKI', Ouoxumudeckoro anamusza KpoBu | pa3 B moiroja,
opopmieHue AOKyMeHTOB Ha MCD miga pemieHdss Bompoca 00 YCTaHOBIIEHUU
KaTEropuu «peOCHOK-UHBATHIY.

OBCYXKJIEHHUE

N3BecTHO, 9TO camMbiM 4acThiM BapuaHToM (Oomee 50% cmydaeB) sBisercs
LQT1, »T0 0OBSCHSET CTapTOBYIO TEpamuio MpernaparoM U3 Tpynnsl OeTa-
0JIOKaToOpoB (aTEHOJION), T.K. MX MOJOKUTEIbHBIN 3PQPEeKT aocTHraercs MNpexae
BCETO y TAlUMEHTOB C TEpPBBIM BapuaHTOM cuHiapoma [2, 3]. OrtcyrcTBHE
MOJIOKUTEIPHOW ~ JUHAMUKKM Ha (GOHE HA3HAYEHHOM Tepanuu, 3acTaBiseT
MIPEANOJIOXKUTh, YTO MOJ0OpaHHBIN paHee MpernapaT He UMEET TOYKHU MPUITIOKEHUS U
HE OKa3bIBaeT oxumaemoro sddekra. 3Has, uro mnpu TperbeM THNE CYUQT
MOPAKAIOTCS  HATPUEBBIE KaHalbl, a HE KaJlheBble, MOXKHO OOBICHHUTH
Hed(D(PEeKTUBHOCT, MOHOTEpanuu  0eTa-0JIOKaTOPOM B OMKHCHIBAEMOM  HAMH
HaOMroAeHNM. 3aMeTHash TOJIOKHUTENbHAsT JWHAMUKA 10 TMPOJOJKUTEIHHOCTU
natepBana QT npu KononHEHNN JeYeHNs AJTAIMHUHOM CBSI3aHA €r0 C ACHCTBHEM Ha
HaTPUEBBIC KaHAJIbI.

[Tocne mpoBenEHHOTO TE€HETUYECKOr0 MCCIENOBAaHUS Yy MallMeHTa ONpeaesieH
peaxkuii (Bcero 15-10% Bcex ciydaeB) maTroreHHbld BapuanT B reHe SCNSA B
TE€TEPO3UTOTHOM COCTOSIHUM, YTO cOOTBeTCTBYeT LQT3 u 00BsICHSIET 0COOEHHOCTH,
BoisiBIsieMble Ha OKI, XM-OKI', wnarpy3ounbix mpobax. Ilo pe3ynbpTaTtam
Harpy304HbIX TE€CTOB BUJIHO, uyTO uMHTepBan QTc Ha Harpy3ky win Ha nuke UCC
YMEHBIIAETCS 70 ONM3KUX K HOPMaJbHBIM, @ HAa AHTUAPUTMHUYECKON Teparuu, K
HOPMAJIBHBIM TIOKa3aTeJsIM, YTO HE HECET 3a COOOM BBICOKUM PUCK BO3SHHUKHOBEHUS
HapylIeHUH pUTMa MpU 3aHATUSIX cropToM, B oTiamuuu oT LQTI1. Yame Bcero npu
noarBepxkaenun  guarHoda CYUQT nportuBomokazana mo0asi  CHOPTUBHAS
JeSITeTbHOCTD, OJHAKO Y HAIIIETO MAIMeHTa (PU3NUECKHE HArPy3KHU ObLTH pa3pelieHbl,
0e3 ydacTtusi B copeBHOBaHUAX, Tak kKak LQT3 umeer puck BozaukHoBeHus BCC u
KU3HEYTPOXKAIOIINX apUTMHUN B TIPEIKIC BCErO B IOKOE HIIM BO BpeMs cHa [2, 3].
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AHHOTaIUSA

BBenenne. YuuteiBas macmtadbl nangemMun COVID-19, mocTKOBUIHBIN CUHIAPOM
CTAHOBUTCSI OTPOMHOM MUPOBOM MeAuIMHCKOM mpobiaeMoit. e uceiienoBanmust —
MIPOBECTH AHAJIM3 TE€YEHHUs MOCTKOBUJIHOIO nepuoaa y aerei, nepenecumx COVID-
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