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AHHOTANUA

Beenenne. Cunnpom ymmuaenHoro uHTepBana QT (CYUQT) — 310 reHeTHdYecKd OOYCIIOBIICHHAS KaHAJIOMATHUSA,
XapakTepusylomasics yjuyinHenueM nnatepBasioB QT Ha anexTpokapauorpamme (OKI'), MOBBIIEHHBIM PUCKOM pa3BUTHS
noMMOpQHOH KeTyI0YKOBON TaXUKap UK U BHE3AITHOH cepreuHoit cmeptu. Anddepennuansaas auarnoctiuka CYUQT
HMeeT pelIarolee 3Ha9YeHUe U3-3a €r0 acCOLMAINY C APYTHUMHU COCTOSHUSIMU, KOTOpble MOTYT yANHHATh uHTepBan QT u
BIMATH Ha TepaleBTUYECKHUE MOAXOABl B JIGUEHUH ManueHToB. KiltoueBoil mouck BKIIOYAaeT: BHI3BAHHOE JIEKapCTBaMU
yanuaeHne uHTepBana QT, onpeneneHne 3IEKTPOIUTHOTO AncOaTaHca M HEKOTOPBIX HEBPOJIOTMYECKHX COCTOSHUH. B
JAHHOM KJIMHHYECKOM ciydae OyneT paccMOTpeH CHHApoM [urenbMaHa, Kak NMPUYMHA SICKTPOIUTHBIX HApyIICHHH,
CHOCOOHBIX NMPUBOANTH K yminuHeHuto mHTepBana QT. Ileas MccieqoBaHus - TEMOHCTpAIMs KIMHUYECKOTO CIydast
yonuaeHuss uHTepBana QT y peOeHka ¢ BeposSTHBIM cHHApoMoM Imrenbmana, ocobeHHOcTeH muddepeHnnanbHON
JUAarHOCTUKY U TAaKTUKU BeJeHUs. Marepuan u MeToabl. [IpoBeieH aHaIu3 TUTepaTypHBIX JaHHBIX U PETPOCIIEKTUBHO-
MPOCMEKTHBHOE HAOIIOACHNE Tal[eHTa C OLICHKO aHaMHe3a 3a00JeBaHMs, )KU3HH, HACIEICTBEHHOW OTATOIEHHOCTH,
JIAHHBIX 00BEKTUBHOTO OCMOTPa, JIAOOPATOPHBIX U MHCTPYMEHTAIBHBIX METO/IOB 00cienoBanus. Pesyabrarsl. B crarbe
MIpeCTaBICH KIMHUYECKUH ClTydail BlepBbIe BBIIBICHHOTO CHHApPOMa yATMHeHHoro uHTepBana QT y moapoctka 14 ner,
onuckiBaeTcst quddepeHnnanbHas TUarHOCTUKA BEPOSTHBIX INPHYMH €r0 BO3HUKHOBEHHMS, IOIXOABI K BEICHUIO
narueHTa. Ilpeanonaraerca Hamuuue cHUHIpoMma [WTenbpMaHa, Kak NPUYMHBI yuiMHeHHs uHTepBaia QT. BeiBoasbl.
CBoeBpeMEeHHOE paclo3HaBaHWE CHUHIpoMa yaiuuHeHHoro wuHTepBana QT wu mpoBenenue nuddepeHnnanbHOIM
JMAarHOCTHUKHY JUTS BBISBICHUS 3THOJIOTHH 3a00JICBAHUS MMEET BA)KHOE 3HAUCHHUE JUTA ONTUMHU3AIMN TAKTUKU BEJCHUS U
MAIMEeHTOB NPEA0TBPAILEHHS] BHE3AMHON CEPACYHON CMEPTH.

Kuarouessie ciaoBa: Cunapom ymmmaeHHoro mHTepBana QT (CYUQT), curapom ['mrenbMaHa, neTckas KapauOIOTHs,
JETH.
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Abstract

Introduction: Long QT syndrome (LQTS) is a genetically determined channelopathy characterized by prolonged QT
intervals on an electrocardiogram (ECG), an increased risk of polymorphic ventricular tachycardia, and sudden cardiac
death. Differential diagnosis of LQTS is crucial due to its association with other conditions that can prolong the QT
interval and affect therapeutic approaches in patient management. Key considerations include drug-induced QT
prolongation, electrolyte imbalances, and certain neurological conditions. This clinical case will examine Gitelman
syndrome as a cause of electrolyte disturbances that can lead to QT interval prolongation. The aim of the study is to
demonstrate a clinical case of QT interval prolongation in a child with probable Gitelman syndrome, highlighting the
nuances of differential diagnosis and management strategies. Material and methods. We conducted an analysis of
literature data and a retrospective-prospective observation of a patient, including assessment of medical history, life
history, family history, physical examination findings, laboratory, and instrumental examination methods. Results. The
article presents a clinical case of newly diagnosed long QT syndrome in a 14-year-old adolescent, describes the differential
diagnosis of potential causes of its occurrence, and outlines approaches to patient management. The presence of Gitelman
syndrome is suggested as a cause of QT interval prolongation. Conclusions. Timely recognition of long QT syndrome
and differential diagnosis to identify the etiology of the condition are essential for optimizing patient management and
preventing sudden cardiac death.
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BBEJEHUE
Cunnpom ymnuaenHoro unrepBaia QT (CYUQT) — 3To reHeTHYecKH OOYCIIOBICHHAS
KaHaJomaTHs, Xapakrepusyomascs yaraenueM natepaioB QT Ha anexrpokapauorpamme (OKI)
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U TIOBBIIIEHHBIM DPHUCKOM DPAa3BUTHUS MOJUMOP(HON KEIyJOUKOBON TaXWKapAHUH U BHE3AIHON
cepaeunoil cmeptu [1]. Pacnpoctpanennocts CYUQT onenusaercs npumepHo B 1:2000-2500, ¢
HeOobIIUM TIpeobnafganueM JeBouek. Kpome Toro, cuuapoMm ymiuHeHHoro wunrepBaita QT
coctaBisieT oT 5% 10 10% ciryuaeB BHE3aIIHON cepAEUHON CMEPTH Y MOJIOABIX Jitoaen u 15% ciayuyaeB
«HEOOBSCHUMOI» peaHUMHUPOBAHHON OCTaHOBKH cepaua. Kimnnyeckue npospieHus 3ad00eBanus,
KaKk IpaBWJIO, MPOSBISIFOTCS B JIETCKOM MWJIM IOIPOCTKOBOM BoO3pacTe, Hpu 3ToM 10-nerHss
cMepTHOCTH Oe3 siedenus coctanisietr 50% [2,3]. Auddepenunansuas auarnoctuka CYUQT umeer
pelaroniee 3HadeHUE M3-3a €r0 acCOLMAlMU C JAPYTUMHU COCTOSHUSIMHU, KOTOpPBIE MOTYT YJUIMHSTH
natepBan QT. KiroueBoil MOMCK BKIIIOYAET: BBI3BAHHOE JIEKapCcTBaMHU ymiinHeHHe mHTepBana QT,
OTIpe/IeNIeHNE AIEKTPOIUTHOTO AucOanaHca B BUJE TUIOKATHEMUHN, THIIOMAarHUEMUH U HEKOTOPBIX
HEBPOJIOTUYECKUX COCTOSHUN, TakuxX Kak cyOapaxHoujanbHoe KpoBousnusinue [1]. Jlokazana
BaXHOCTb I'€HETUYECKOIO TECTHPOBAHMS y MALIUEHTOB C JMAarHO30M, YCTAHOBJIEHHBIM Ha OCHOBE
KIIMHUYECKUX MPOSBICHUM, ceMeliHOoro aHamHe3a u xapakrepuctukax OKI, ¢ ucmnonb3oBaHuem
mkans! [1IBapua, koropas sSBASETCS LIEHHBIM MHCTPYMEHTOM JUISl OLEHKH BEPOSATHOCTH HAJINYMS
CYHQT [1,2,3]. B nanHoii crathe OyaeT paccCMOTPEH CUHApPOM [HTenpMaHa Kak oJHa M3 MPUYUH
AJIEKTPOJIUTHBIX HApYyLIEHUH, KOTOpbIE IpeapacoaratoT K yauuHeHuto uatepsana QT. Cunapom
l'utenbmana — 93TO HacleACTBEHHasl TyOylomarus, XapakTepU3YIOIIasicsl TUMOKAINEMUYECKUM
MeTa0OIMYECKUM aJIKaJ030M C THIIOMAarHUEMHUEH W TUMNOKaJIbIUypUEeH, M JOCTAaTOYHO YacTOH
pacnpoctpanéHHocteio — 1-10:40000. 3aboneBanue BbI3BaHO MyTanueid B reHe SLCiA3,
KOJUPYIOLIEM THA3U/1-4yBCTBUTENIbHBIN KOTPAHCIIOPTEP HATpUs U Xjopuia [4].

Cungpom ImrtenpMaHa paHee cuuTancs 100pOKaYeCTBEHHOW TyOynomarueil, OOBIYHO
BBISIBJSIEMOM B IOJPOCTKOBOM MJIM B3POCIOM Bo3pacTe. JTO 3a00JIeBaHUE MOXKET IPOTEKATh
0€CCUMIITOMHO WJIM TIPOSIBISIETCS OTHOCUTENBHO «MATKUMUY» CUMITOMaMH — TAKUMH, KaK yCTaJIOCTbh,
TSTA K COJIM, JKaX/1a, HUKTYpHsl, MBIIICYHAsI CIa00CTh WIH NepruepruuecKue MBIIICYHBIE CIa3MBl.
OpnHako 3Ta TOYKa 3peHUs OblIa OCHOpEHa B HCCIENOBAaHUSX, MOKa3aBIIMX (HEHOTUIINYECKYIO
M3MEHYMBOCTh M MOTEHIMAIBHYIO TSHKECTh 3a00J1€BaHuUs. BpIIM OMUCaHbI Takue MPOSBICHUS, KaK
paHHee Hadaso (A0 6 JeT), 3aJep>KKa pocTa, XOHIPOKAIBIIMHO3, TETaHUs, padIOMHONIN3, CYJOPOTH H
KEITyJOYKOBbIE apUTMHH [5].

Ieap nccnenoBanus - I1eMOHCTpALUs KIMHUYECKOTO ciydas yanuHeHus uHrepBana QT y
pebeHKa ¢ BEpOATHBIM CHHApOMOM [HurenbmaHa, ocodeHHocTel nuddepeHnanibHOoi TUarHoCTUKN
Y TAKTUKU BEACHHUS.

MATEPUAJI U METO/IbI

[TpoBeneH aHanu3 IUTEPATYPHBIX JaHHBIX M PETPOCHEKTUBHO-IPOCIIEKTUBHOE HaOII01eHNE
MalueHTa ¢ OLIEHKOM aHamMHe3a 3a00JeBaHMs, KU3HHU, HACJIEICTBEHHON OTATOIIEHHOCTH, JTAHHBIX
00BEKTUBHOTO OCMOTpa, J1a00PaTOPHBIX U UHCTPYMEHTAJIBHBIX METOJIOB 00CIIEI0BAHUS.

PE3YJIBTATBI

[TpencraBieHo coOCTBEHHOE KIMHUYECKOE HAOMIOIEHHE MOAPOCTKA C BIIEPBbIE BHISIBICHHBIM
yuuHeHueM wuHTepBasnia QT. Jleouka JI. 14 7jer, Haxomuiack Ha TOCIHUTAIM3AIMU B
kapauopesmaronorndeckoM otaesneHun (KPO) nerckoit ropoackoit kianHudeckoil 6onpHUIBI Nell
(AI'Kb Nell) r. ExarepunOypra B ¢eBpane-mapre 2025 roma. [Ipum mocTymiaeHUM COCTOSHUE
paclieHeHo Kak crabmibHoe. JKano0 manueHTka akTHBHO He MPebsBIsIa.

Anamne3 3a0oneBanus: B (QeBpase 2025 roma aeBoYkKa NPOXOAMIIA  YIITyOJIEHHOE
MEIUIUHCKOe 00ceI0BaHue, KaK CHOPTCMEHKAa BBICOKOTO YPOBHS MOJTOTOBKH (3aHUMAaeTCs
croptuBHOW akpoOatukoi 10 ner no 30 uacoB B Hememto). Ha OKI' BwiBieHa cuHycoBas
opaguaputmusi ¢ YUCC 54-64 yn/muH, otkiaonenue DOC Bmpaso, ynnuHenne QTc go 488 mc. [Ipu
MIPOBEJICHUH BEJIOIPTOMETPUH 3aUKCHPOBAHA JKEITYI0YKOBAast SKCTPACUCTOIMS 110 TUITY OUTEeMHHUH,
COITPOBOXKAABIIASICS OLTYIIEHHEM OBICTPOTO U CHIILHOTO CepaLIeOneHMs], TOIOBOKPY)KEHHUEM Ha MHUKE
¢bu3nueckoil Harpy3ke. B HEOTI0KHOM MOps/IKe MalMeHTKa Obljla HalpaBieHa Ha TOCIUTAIU3AINI0
B KPO JII'Kb Nell nnst yrouHeHus fuarHosa v pelieHrs BONpoca O AaJIbHENIIEM JOIMYCKE K CIIOPTY.
B xone nonmosHUTENBbHOro paccrpoca aHaMHECTUYECKH BBISIBIUIM TPU 3MH30[a KapIonenaibHOro
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cra3ma: NepBbld B Bo3pacte 12 JeT NMpoaoKUTEIbHOCTBIO 5-7 MHHYT, MOCIEAYIOIIUE B TEYCHUE
MocIeHUX 6 MecsAIEeB BO BpeMsi TpeHUPOBOK, 10 20-30 munyT. [IpH 3TOM omymiana 601e3HEHHOCTh
B KHUCTSX M CTYyIHSX, FOJIOBOKPYKEHHE, TOLIHOTY, IMOTIMBOCTb. Harpysku B 1€JIOM NEPEHOCHUT
xopoi1o. CUHKONIAJIbHBIX 3MU300B He 0b110. B penpinymas OKI' nanuenTku ot aBrycra 2024 rona:
cunycoBas aputmus ¢ YCC 55-80 yn/mun, D0C otkinonena BupaBo, QTc 450 Mc - morpaHUYHBIN.

W3 anamHe3a XH3HH HM3BECTHO, YTO peOEHOK OT 3 OEpEeMEHHOCTH, BTOPBIX OIEPATUBHBIX
ponoB B cpoke 40 Henenb. Bec npu poxxnennu 3500 1., poct 51 cMm. B pusnueckom pa3Butum craia
OoTCTaBaTh B TeueHHe nociaeaHux 1,5-2 ner. CeMeliHbll aHaMHE3 10 CEPAECYHO-COCYIUCTHIM
3a0oneBaHusAIM: y Opara cuHIpoM ciaboctu cuHycoBoro y3ma (B 18 mer mmrmantupoBan DKC).
Caenennii o cunapoMe yanuHenHoro uarepsana QT, snu3onax BHe3anHou cMepTu B cembe HeT. DK
poauTeneil Ha MOMEHT ONIMCAHUS ClTy4dast HE PEAOCTABIICHBI.

O6bextuBHbIN craryc: Poct 151 cm (SDS -1,88), Bec 33 kr, UMT= 14,5 (SDS -2,78)
®u3NYECKOe pa3BUTHE OTCTAET OT MACHOPTHOrO BO3pacta Mo pocTy WM macce tena. t 36,6 °C, AJl
96/58 mm. pr.ct., UJ[ 17 B MuH., UCC nexa 56 B mun., UCC crost 88 ya. B muH. Co3HaHUE SICHOE.
KoctHo-cycTaBHas cucrema 0e3 ocobenHocteil. [Toxonka He HapymeHna. Koxa ¢usnonornyeckoi
okpacku. OTMeqaeTcs CyXoCTh KOXKHBIX TOKPOBOB. Jlepmorpadusm po3oBslil. 'unepruapos najgoHei,
cron orcyTcTByeT. Chimu HeT. [TogxoxHO-KUpPOBOM cnoil pa3BuT cinabo. Bropuunbie mojgoBBIE
MpU3HAKK pa3BUTH cnabo (Axl1, P1, Mal, Me0), mutoBuaHas xene3a He nansnupyercsa. HocoBoe
JbIXaHWE He 3aTpylHeHO. OMBIILIKM B IOKOE HET. AYCKYJIbTATUBHO: JIBIXaHUE BE3UKYJSPHOE,
IIPOBOJIUTCS BO BCE OTAENBI, XpUMNOB HET. O0NIacTh cepalla He U3MEHEHa, MPaHULbl HE PaCIIUPEHBI.
Bepxymieunslit Tomuok B V Mexpedeprse Ha 1,5 ¢cM KHYTpH OT JIEBOH CPeIMHHOKIIOUUYHON JTMHHH.
Tonbl cepama sicHble, pUTMHYHBIC, YMEpeHHAass Opanukapaus mokos. [1Ilymbel He BBICIYIIMBAIOTCS.
[Tynbcamnus Ha OeqpeHHBIX apTepusx oTueTinBas. JKUBOT MATKUIA, HE B3AYyT, 0€3001€3HEHHBIN TPU
nanprnaiuy. Iledens He yBenndeHna. CTyn exenHEBHBIH, OQOpMIICHHBIH. JlMype3 ajeKBaTHBIN.
[lepudepruyeckux OTEKOB HET.

3a BpeMsi TOCHUTAIM3AMKM [ALMEHTKE IPOBEACH IOJHBIM KOMIUIEKC JIaDOpaTOpHBIX U
MHCTPYMEHTAJIbHBIX HccaenoBanuil. OOt ananu3 KpoBH - 0€3 OTKIIOHEHUN OT BO3PACTHON HOPMBI,
B 00I1IeM aHAJIM3€ MOUU OTMedanach Ouupyounypust 17 MKkMoib/1, a Taxoke nporennypus 0,113 r/i.
B mnoBropHOM aHanmu3e MOYM COXpaHsulach MNpoTeuHypus 1 1/11, ompenensiauch ¢ocdarsl B
HebosbIIoM KosnyecTBe. [lokazarenn GMOXMMHUYECKOTO aHajlu3a KPOBH B Ipeseiax pedepeHCHbIX
3HAYEHHUH, 3a HCKIIOYEHMEM DJJIEKTPOJIMTHBIX IIOKa3aTeled: oTMedanach TUnokanuemus 3,29
MMOJIb/JI, YPOBEHb XJOPUAOB IO HWXHEW rpaHune HopMbl — 98,5 mmonw/n (98,0 - 107).
T'opMoHanbHBINH NPOPUIL IMUTOBUAHOMN >kene3bl - 3yTupeo3. Y3U IUTOBUIHOMN Keles3bl, MOoYeK,
OpraHOB OPIOIIHOMN MOJIOCTU 0€3 OTKIOHEHUH.

Ha OKI npu noctymuienuu B KPO: cunycoas 6paaukapaus ¢ YUCC 50-62 yn/mun., QTc 594
Mc, B opTrocTase — cunycoBbli put™ ¢ HCC 76-82 yn/mun., QTc 597 mc. (Puc. 1).

Puc. 1.9KT" npu nocrymiennu B KPO. Putm curycoBsi ¢ ucce 50-62 ya/mua. D0C oTkinoHeHa Bupaso. QTc
594 mc
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[Tpu npoeaennn sxoxapauorpaduu (OxoKI') cTpykTypHO# MaTosoTHK BHISIBIEHO HE OBLIO.
ITo nanHBIM X0ATEpOBCKOrO MOHUTOpHpOBaHus (XM) OKI': BelpaskeHHas OpaguKapAus — oKa3aTeilu
cpenaux YCC 67-46-57 (mpu Hopme 91-70-79), cpequuit QTc=492 mc (414-593 mc), npeBbIlICHHE
6onee 450 mc B Teuenue 88% BpeMeHH 3anucH. AnbrepHanus 3yomna T.

IIpu npoBenenun BenosproMmerpun nuHamuka QTc: 487-562-431 mc npu YCC 94-175-96
ya./MuH cooTBeTCcTBeHHO. QTC Ha 4-if MUHYTE BOCCTAaHOBUTEIILHOTO Mepuoaa foctur 606 Mc.

Takum oOpa3om, Mo pe3yabTaraM 00cCHeI0BaHUSI OBLIO BBISBICHO BBIPAKEHHOE YIIMHEHUE
untepsana QTc. Ilo mkane [IBapma nanueHTka Habpana 6,5 6aIIOB, YTO COOTBETCTBYET BBICOKON
BEPOSITHOCTH CHHJIpoMa yiiiMmHeHHoro uHTepBana QTc. bamnel 6putn Haunciens! 3a QTc > 480 wmc,
QTc Ha 4-0it MUHYTE BOCCTAaHOBUTENIBHOTO nepuona >480 mc, pasznoennslii 3yoen T B 111 oTBenenmn,
ansTepHanuio 3youa T, a Takke BbIpaKEHHYIO Opagukapanio <2 mpoLeHTHIIs A7 Bo3pacTa 14 ner.
beuto mpuHATO pemieHHEe O Tepanuu 0eTa-OIoKaToOpoM Uit MPOMUIAKTUKHA KU3HEYTPOKAIOITUX
apUTMHUI ¥ BHE3AITHOU CEPACUYHON CMEPTH: Ha3HAUYEH METOMPOJION B IO3UPOBKE 1,5 MI/KI/CyT.

Kpome crangaptHoro obGcnenoBanus mnpoBoawics auddepeHnnanbHO-IMarHOCTUYECKUI
MTOMCK JJIs BBISIBJICHUSI BTOPUYHBIX IPUYMH yuInHEeHHs nHTepBaia QT. YcraHoBneHo, 4TO ManueHTKa
He NoJlyyasia Kakue-Jnbo rnpenaparsl, CHocoOCTByIoIIME yIMHEHNI0 uHTepBasia QT, u B ceMeliHOM
aHaMHe3e y poAcTBEHHUKOB HeT ynomuHaHus o CYHQT. Hcxonst U3 KIMHUYECKUX MPOSABICHUN
3a00JIeBaHUsl — SMHU30AbI KapIONeJaIbHOTO Clla3Ma, 0ObEKTUBHOTO CTaTyca MAlMEeHTKH — HU3KHA
poct (SDS -1,88), TeHIeHUMU K TUIIOTOHUH, BBIABICHHBIX IpPH JIA0OPATOPHOM OOCIEIOBAHUH
THIOKAIMEMHUH TIPOTeuHypun U Gocdarypuu, 3anono3peH cuHApoM [ urenbMaHa. YUUTHIBast, 4TO
JUIS TaHHOTO CHHIPOMA XapaKTepeH MeTa0oInYeCcKuil ainkanos, Obut B3sT ananu3 Ha KIIC: pH 7,517,
pCO2 55,5 mm.prcr, HCO; 44,0 mmonp/m — ompeneneH MeTaOONMYSCKHWA allkano3, He
KOMITEHCHPOBaHHBIM pecrupaTopHbIM alu1030M. bbul Ha3HayeH kanus acrnaparuat 10 Mr/kr/cyT u
MarHusi acmaparnHar 8§ MI/KI/CyT, paslelieHHble Ha 2 mpuéMa JJsl KOPPEKIHU DJICKTPOIUTHBIX
HApYLICHUU.

Ha ¢one mpoBoarmMoii 1ekapcTBEHHOW Teparnuy COCTOSIHUE MAlMEHTKH CTaOWIbHOE, Kalo0
He npenbsaisiia, Al Huxe 92/54 mm.pr.cT. He peructpupoBaioch. DKI' Ha pone HazHaueHus Oera-
OrokaTopa M Havajaa KOPPEKIUHU dIEKTPOIUTOB: cunycoBast Opanukapaus ¢ YCC 44-52 yn/mun. QTc
586 - 635 mc, B oproctaze — cuHycoBblii putM ¢ HCC 68-69 yn/muH., QTc 645-652 mc. Uepes 3 nHs
OT cTapTa Tepanuu ObUl IPOBEAECH MOBTOPHBIM aHAJIN3 AIEKTPOJIUTOB: COXpaHsIach TMIIOKATUEMHUS
3,26 mmonb/n, runoxiaopemust 95,8 Mmosb/n. [IpuHATO perieHue O MOBBILIEHHE JO3UPOBKH Kalus
acrmaparvsara a0 15 mMr/kr/cyT u MarHus acraparvHara 10 12 Mr/kr/cyrt, pa3aeneHHble Ha 3 npuéma.
IToBTOpHOE HccnenoBanue nepen Beinmuckoil n3 KPO nokasano HopManu3anuio okazaresnen: Kaaun
4,56 mmonsw/n, xmop 101,4 mmons/n, pH 7,46, pCO2 55,5 mm.prct., HCO3 38,9 mmomns/n
(KOMITEHCHPOBAHHBIM METAaO0OJIMYECKUI alKajio3), IpU COXpaHEHUH yanuHeHus uHtepBana QT Ha
OKT noxost 10 552 mc (ipu UCC 45-49 yn/mun.) u B optoctase 10 562 mc (ipu UCC 65-79 yn/muHn.).
IIpoBenena tenemenuuuHckas koHcyasranus ¢ HWKHWM Ilemgmarpum um. FO.E. Benpruimuesa:
npeBapuTeNbHbIN auarHo3 - 145.8 Cunapom ynnunenHoro unrepsana QT, cunnpom ['urensmana?
PekoMeHZI0BaHO  I'€HETHYECKOE  HMCCIEJOBAHME C  KOHCYJAbTAlMEH  Bpada-reHETHKAa Ui
MOATBEPXKAEHUsT AuarHosa, rocrnurtanusamuss B JIKO nHapymenuit cepaeunoro purma HUKU
[lenunatpun uM. BenpTuiesa /i JONOIHUTENBHOTO o0cnenoBanus. [lanenTka BeITUCaHa JOMOM B
YIOBJIETBOPUTEIHHOM COCTOSIHUU, MEIMKAMEHTO3HAs Tepanus MpoI0JIKEeHa.

OBCYXJIEHHUE

Cungpom ymnuHeHHoro uHTepBasia QT wyacto mporekaeT OECCUMITOMHO U MEPBBIM
MIPOSIBIIEHUEM MOXKET OBbITh BHE3aIHas cepieuHast cMepTh. JluddepeHnnanbaas AMarHoCTUKA MEXKITY
BPOXJCHHBIM U NMPUOOPETEHHBIM CHHAPOMOM YUIMHEHHOro uHTepBaja QT HECOMHEHHO Ba)kHa
BBHJly Pa3IMYHBIX IIOAXONOB K JICUEHUIO JaHHBIX IMALIMEHTOB. B HacTosIMN MOMEHT AMAarHo3
CYUQT ocraércs npuBs3aHHBIM K JMAarHOCTMYECKHM KpuTepusM mkanbel [lIBapma, xoropas
SBJIIETCS [ICHHBIM MHCTPYMEHTOM JUJIsl KIIMHUYECKOW OLIEHKH MallMeHTOB ¢ nopo3penreM Ha CYNQT
co crenupuyHOCThI0O 99% U 4yBCTBUTENBHOCTBIO OT 19% 1o 36%. BaxHo, uro pesynbrarsl DKI'
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CllelyeT MHTEPHpPEeTUpOBaTh IPH OTCYTCTBUU KaKUX-THMOO OOpaTHUMbBIX MPHUYUH, CIIOCOOHBIX
yainHATh uHTepBai QT. Tak ske B MEKIyHapOAHBIX PEKOMEHAALINS TOJUEPKUBAETCS 3HAUNMAs1 pOJIb
T€HETUYECKOTO MCCIIeI0BaHuUs U MPUBIICUEHUs Bpada-reHeTrka mis nuarnoctuku CYHUQT [1,2,3]. B
IIPEJICTABIEHHOM KIMHUYECKOM CIIydae IPUBOJUTCS PUMED NMAlMEHTa ¢ JUIMHHBIM UHTepBasioM QT
U mpeamnojgaraeMbeiM cuHIpoMoM ['urenbmana. OkOHUATENbHBIM TUAarHO3 000X CUHIPOMOB TpedyeT
IFE€HETUYECKOTO TECTUPOBAHUA. |MIOKaIMemMus, TUIIOMarHueMus, XapakTepHblEe Ul CHUHApPOMaA
['urenpMaHa, MOTYT BbI3bIBaTh BTOpUYHOE yiMHeHHE HHTepBasia QT, omHako BOCCTaHOBIEHHE
aJICKBAaTHOTO YPOBHS AJIEKTPOJIMTOB HE BCEr/la MPUBOAUT K HopManu3auu uHtepsana QT na DKI
Kak ObLI [MOKa3aHO B HallleM HaOMIOJeHUH. DTU JIaHHbIE OATBEPKAAOTCS PSIIOM HCCIIEIOBaHUM, B
KOTOPBIX COXpaHsUICS yIJIuMHEeHHbIM uHTepBal QTc HecMOTps Ha mojAep)kaHue CTaOMIBHBIX
KOHUEHTpAIMil KaJdusl U MarHus B IUIa3Me€ KPOBH IIPU MCIIOJIB30BAaHUU CTaHAAPTHBIX MEPOPATBHBIX
N00aBOK COIVIaCHO peKoMeHJanusaMm [6,7]. B 3axiroueHue ciaenyer OTMETUTh, YTO IPU CHUHAPOME
['urenpmana uHTepBas QT 4YacTo MaTOIOrMYEcKW YMIMHEH. DTO MO3BOJSAET MPEANONOKUTh, YTO
JaHHBIE TALMEHTHl IOJBEP)KEHBI IOBBILIEHHOMY PHUCKY pPa3BUTHS KEIYIOYKOBBIX apuUTMUN U
TpeOyIOT yIIyOJEeHHOTO KapAUOJOTUYECKOro OOCIIeOBaHUS B TOM YHCIE C MPUMEHEHHEM
TE€HETUYECKOTO TECTUPOBAHMUSI.

BbIBO/IbI

1. Cungpom ynnuHeHHoro uHtepBana QT sBIsSETCS NMOTEHIMAIBHO >KU3HEYTPOXKAIOIIUM
COCTOSIHHEM, TPEOYIOIIMM CBOEBPEMEHHOW JMAarHOCTUKU U TMEPCOHATM3UPOBAHHOIO IMOIX0/a K
BEJICHUIO MallEHTOB.

2. Muddepennmanpuas auarnoctuka CYNQT momxHa BKIIIOYATh TOUCK BTOPHUYHBIX MPUYHH,
BEIYLIUX K y/uinHeHuto uatepsana QT.

3. Cungpom [mrenbmana, kak onHa W3 npuuuH ymiuHenus unrtepBaia QT, TpeOyer
MYJIBTUIUCIUILUIMHAPHOTO MOAXO0AA K BEICHUIO MAlMEHTOB C IPUBJICUEHUEM Bpayeil KapIuoJoros,
He(dponoros, a TakkKe reHETUKOB.

4. IlpencraBieHHbIN KIMHUYECKUH Cilydail JEMOHCTPUPYET HEOOXOAMMOCThH IOBBIIICHUS
JOCTYITHOCTH T€HETHYECKOIO0 TECTUPOBAaHUS B KIMHUYECKOM MpPAaKTHUKE Bpayell JEeTCKUX-
Kap/i1O0JIOTOB.

CIIUCOK UCTOYHUKOB

1. Groffen, AJ. Long QT Syndrome Overview / AJ. Groffen, H. Bikker, I. Christiaans. — Text : direct / GeneReviews Seattle (WA):
University of Washington, Seattle;, 1993-2025. Last Update: March 21, 2024. — URL: https://www.ncbi.nlm.nih.gov/books/NBK 1129/
(mara obparenus: 11.03.2025)

2. European Heart Rhythm Association (EHRA)/Heart Rhythm Society (HRS)/Asia Pacific Heart Rhythm Society (APHRS)/Latin
American Heart Rhythm Society (LAHRS) Expert Consensus Statement on the State of Genetic Testing for Cardiac Diseases / Arthur
A.M. Wilde, Chr. Semsarian, Manlio F. Marquez [et al.]. / Heart Rhythm. - 2022. —Vol.19.-Ne7.

3. Congenital Long QT Syndrome State-of-the-Art Review / A. D. Krahn, Z. Laksman, R. W. Sy [et al.]. ] Am Coll Cardiol EP —2022.
—Vol. 8, Ne5—P. 687-706.

4. Gitelman syndrome: consensus and guidance from a Kidney Disease: Improving Global Outcomes (KDIGO) Controversies
Conference / A. Blanchard, D. Bockenhauer, D. Bolignano [et al.] // Kidney International. — 2017 — Vol. 91, Ne 1, P. 24 — 33.

5. Pachulski, R.T. Gitelman's not-so-benign syndrome / R.T. Pachulski, F. Lopez, R. Sharaf / N Engl J Med. — 2005. - Vol. 353, Ne8. -
P. 850 — 851.

6. Electrocardiogram with prolonged QT interval in Gitelman disease / A. Bettinelli, C. Tosetto, G. Colussi [et al.] / Kidney
International. — 2002. — Vol.62, No2. — P. 580-584.

7. QT Interval in Adult with Chronic Hypokalemia due to Gitelman Syndrome. Not so Frequently Prolonged / P. Courand, P. Marques,
R. Vargas-Poussou [et al.] // Clinical Journal of the American Society of Nephrology —2020. — Vol.15 (11). — P. 1640-1642
Caenenns 00 aBpTopax

H.A. BacuibeB* — opauHaTop

10.A. TpyHOBa — KaHANIAT METUITUHCKUX HAYK, JTOLEHT

Information about the authors

N.A.Vasilev* — Postgraduate student

Y.A. Trunova — Candidate of Sciences (Medicine), Associate Professor

*ABTOp, 0TBeTCTBeHHBIH 3a nepenucky (Corresponding author):

vasilevnikitaaOO@gmail.com

811


https://www.ncbi.nlm.nih.gov/books/NBK1129/

