1. Pazpaborana aHkeTa sl Onpoca poAMTENIeH 1Mo MHGOPMHUPOBAHHOCTH O 3a00JICBaHUH
BpoHXHOMNT, TO3BONIMBIIAS BBISIBUTH 1€()EKTHI MPO(UIAKTHYECKON padOThI YH4aCTKOBOTO TeIuarpa

2. B HaCTOAIICC BpECMA 72% OIMPOUICHHBIX pO,Z[HTGJICﬁ I/IH(I)OpMI/IPOBaHI)I 0 3aboJeBaHUA
Bponxwuonut, uto B 2 pa3a Bbiie, ueM 5 et Hazan (37%) (p=0,0001).

3. bonee, monosunsl neredt (57,7 u 50% cOOTBETCTBEHHO) B CPAaBHUBAEMBI IEPHO/IBI BPEMEHU
UMECHOT q)aKTOpI)I pUCKa pa3sBUTHUA TSOKEIIOHN (1)OpMI)I BpOHXI/IOJ'II/ITa, OOHAKO OXBar I/IMMYHI/I3aHI/Ieﬁ
«[TanuBuzymabom» octaetrcs Hu3kuM (12 u 2% coorBercTBeHHO, p<0,05).

4. HauOonee yacTbIMU (paKTOpaMH pUCKa pa3BUTHS TshkeN0i hopmbl BponxuomiauTa no uroram
HCCJIEAOBAHUS SBISIOTCA: MY)KCKOM I10JI, maccuBHOe KypeHue, BJIJI m HEeIOHOEHHOCTh, 10
KOTOpPOM B HACTOSIIIIEE BpeMs BO3pociia B 7,5 pa3 3a MmocjieaHue S JieT.

5. HenmocrarouHass pa3bsCHUTENbHAs paboTa YYacTKOBBIX MEAMATPOB O HEOOXOIMUMOCTH
UMMYHU3AIUH z[eTeﬁ H3 IT'PYIIIl PUCKA PAa3BUTHUSA TAXKEIIOI'O BpOHXI/IOHI/ITa (7 u 2% COOTBCTCTBCHHO)
CBUJETEJILCTBYET O HHM3KOM KauecTBe MPOQHUIaKTUYECKOW pabOThl U BO3MOXKHOCTH Pa3BUTHS
TAXKCIIBIX (I)OpM BpOHXI/IOJ'II/ITa " B HACTOAIICC BPCM:I.
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KJIMHUYECKHUU CJIYUYAH CUHJPOMA YJUIMHEHHOI'O MHTEPBAJIA QT HA
®OHE BEPOATHOI'O CUHAPOMA I'MTEJIBMAHA

BacunseB Huknra Anapeesuy, TpyHoBa FOnus AnexcanznpoBHa

Kadenpa noauknunuyeckoi neguarpun

OI'BOY BO «VYpanbckuii rocy1apcTBEHHBIN MEAUIIMHCKUM yHUBEepcUuTeT» MuH3apasa Poccun
ExarepunOypr, Poccun

AHHOTAIIMA

Beenenmne. Cunnpom ymmuneHHoro unrepBana QT (CYHQT) — ato reHeruuecku oOyclIOBIICHHAs KaHAJOMATHs,
XapakTtepusylomascs ynianHeHrneM natepsaiioB QT Ha anexrpoxapauorpamme (OKI'), MOBBIIIEHHBIM PHCKOM Pa3BUTHS
oMo p PHO U KEITYT0UKOBOM TaX MKAp/IVH M BHE3AIMHOH cepaeunoit cmeptu. uddepennmansuas auaraoctuka CYUQT
HMeeT pelarolee 3HaueHNe H3-3a ero aCCOLUAIMHI C IPYTUMH COCTOSHUSIMH, KOTOPBIE MOTYT YIUIMHATH HHTepBas QT u
BIMSATH HA TEPAIEBTUUECKHE TIOIXO/bI B JICUCHNHN NalMeHTOB. KilroueBoi MoucK BKIIIOYAET: BHI3BAHHOE JIEKapCTBAMH
ynnHeHue natepBana QT, onpeseneHue 3J1eKTPOIMTHOTO JUcOanaHca U HEKOTOPBIX HEBPOJIOTHUYECKUX COCTOSIHUIL. B
JTAaHHOM KIMHHYECKOM cllydae OyneT paccMOTpeH cuHIpoM [ uTenbMana, Kak MpUYrHA AIIEKTPOIMTHBIX HapyIIeHHH,
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CHOCOOHBIX IPUBOANTH K yaiuHeHuto uatepsaia QT. Lleap uccaenoBanus - 1eMOHCTpalMA KIMHAYECKOTO CIIydast
yaiuHeHus: uatepBaia QT y peOeHka ¢ BEpOSTHBIM CHHAPOMOM [HTesnbMaHa, ocobeHHOCTel AuddepeHuabHoi
JMaTHOCTHKY M TAKTUKHU BefieHus. MaTepuan u meTonsl. [IpoBenieH aHanm3 muTepary pHbIX JaHHBIX U PETPOCIIEKTHBHO-
MIPOCIIEKTUBHOE HAOMIOIEHUE ITALIeHTA C OLICHKOI aHaMHe3a 3a00JIeBaHus, )KU3HH, HAaCJIeACTBEHHOH OTATOIIEHHOCTH,
JTAHHBIX 00BEKTHBHOTO OCMOTPA, JJAO0OPATOPHBIX U MHCTPYMEHTAIBHBIX METOIOB 00cienoBanus. Pesyabrarnl. B cTame
TIPECTABICH KIMHUYECKUH CTy4ai BiepBbIe BEIIBICHHOTO CHHpoMa yiiimHeHHOTo nHTepBaia QT y monpocTka 14 e,
onuchBaeTcs MuddepeHnranbHas JUarHoCTHKa BEPOSTHBIX MPUYWH €ro BO3HWUKHOBEHHS, MOJAXOABl K BEICHHIO
nanuenra. [Ipeamnonaraercs Hanmuue cuHApoMa [WTenbMaHa, Kak NIpUYUHEI yuimHeHus uHTepBasiia QT. BuiBoabI.
CBoeBpeMEeHHOE paclioO3HaBaHWE CHHApPOMA YyIIMHEHHOro uHTepBaida QT wu mpoBeneHue nuddepeHnnansHom
JMarHOCTUKY JIJI BBIIBIICHUS 3THONOTUH 3a00JIeBaHUsI UMEET BaXKHOE 3HAUYEHHE JIJI1 ONITUMH3AIIMU TAKTUKY BEICHUS U
MALNMEHTOB NPENOTBPAILECHUS BHE3AMHOM CEPAECUHON CMEPTH.

Karwuesslie caoBa: Cungpom yamaenHoro uatepBana QT (CYUQT), cunapom ['mrenpmana, neTckast KapauoIoTus,
JICTH.

CLINICAL CASE OF LONG QT SYNDROME WITH PROBABLE GITELMAN
SYNDROME.

Vasilev Nikita Andreevich, Trunova Yulia Alexandrovna

Department of Outpatient Pediatrics

Ural State Medical University

Yekaterinburg, Russia

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 clinicalcase of newly diagnosed long QT syndrome in a 1 4-year-old adolescent, describes the differential
diagnosis of potential causes ofits 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.

Keywords: Long QT syndrome (LQTS), Gitelman syndrome, pediatric cardiology, children

BBEJIEHUE

Cungpom ymmnernHoro uatepBaia QT (CYUQT) — 310 reHeTudecku oOyclOBIECHHAS
KaHaJIoMaTusl, Xapakrepu3syromascs yJuinHenrem nurepBainoB QT Ha anexrpokapauorpamme (OKI)
Y TIOBBIILICHHBIM PHUCKOM DPa3BUTHS MOIMMOP(HON JKEITYyIOYKOBOM TaxXWKapIMU WM BHE3AITHOM
cepaeunoit cmeptu [1]. PacnpoctpanenHocte CYUQT ouenuBaetrcs npumepHo B 1:2000-2500, ¢
HeOonpIIMM TpeoOnanaHueM JaeBodyek. Kpome Toro, cuHApoM ymIMHEHHOro uHTepBaita QT
coctasiseT oT 5% 110 10% cirydyaeB BHE3aITHOM CEpAEYHON CMEPTH Y MOJIOABIX Jitoziel U 15% ciyyaes
«HEOOBACHUMON» peaHUMHPOBAaHHOM OCTaHOBKM cepaua. KnuHnueckue nposiBieHus 3a00aeBaHus,
KaK IPaBWJIO, TPOSBISIFOTCS B JETCKOM WM IOAPOCTKOBOM BO3pacTe, Nnpu 3ToM 10-yeTHss
cMepTHOCTD 0e3 neueHus coctaniuser 50% [2,3]. Audbdepennuanbias nuarnoctuka CYNQT umeer
pelaronee 3HaueHUE U3-3a €ro acColaluu ¢ IPYITMMHU COCTOSIHUSIMHM, KOTOPBIE MOTYT YIUIMHSTbH
uaTepBan QT. KiroueBoil MOMCK BKJIIOYAET: BBI3BAHHOE JIeKapcTBaMM yayinHeHue uHTepBasia QT,
OTIpe/IeIICHNE MEKTPOIUTHOTO AucOanaHca B BUJE TMIIOKAIMEMUN, THTIOMAarHUEMHUH U HEKOTOPBIX
HEBPOJIOTUYECKUX COCTOSHUM, TakWX Kak cyOapaxHoupaibHoe KpoBousnusHue [1]. [loxazana
BaXHOCTb '€HETHUYECKOI0 TECTUPOBAHMUS y MALIMEHTOB C JIMarHO30M, YCTAHOBJIECHHBIM HA OCHOBE
KJIIMHUYECKHUX MPOSIBICHUHN, ceMeilHoro anamHe3a u xapakrepuctukax JKI, ¢ ucnonb3oBaHueMm
mkanel [1IBapua, koTopast sIBASETCS LEHHBIM MHCTPYMEHTOM JJISl OLIEHKH BEPOATHOCTH HaJU4Ms
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CYHQT [1,2,3]. B nanHoii ctarbe OyIeT pacCMOTpeH CUHIpoM [HTenbMaHa Kak OfHa U3 MPUYUH
ANIEKTPOIMTHBIX HapYIICHHUH, KOTOPBIE Mpeapacnoaraior K yammHeHuto narepsaina QT. Cunapom
l'urenpMaHa — 9TO HacCIEACTBEHHAsl TyOyJONaTHs, XapaKTepU3YIOIMIAscs TUIOKAITMEMHYECKUM
MeTa0OJMYECKUM aJIKaJlo30M C TUIIOMarHueMuend W THUMNOKaJbLUypuel, M JIOCTaTOYHO 4YacTOi
pacnpoctpanéHHocThio — 1-10:40000. 3aboneBanue BbBaHO MyTanuei B reHe SLCrAsj,
KOIMPYIOIIEM THA3HUA-9yBCTBUTEIIBHBIA KOTPAHCIIOPTEP HATPHs U XJjopuaa [4].

Cungpom IurenbMana paHee cyuTaucs JTOOPOKAUYECTBEHHOHM TyOyrnomnarueil, OOBIYHO
BBISIBJIIEMOIl B IOAPOCTKOBOM WJIM B3POCIOM BO3pacTe. JTO 3a00JIeBaHME MOKET IMPOTEKATh
0eCCUMNITOMHO WJTH TIPOSBISIETCSI OTHOCUTEIBEHO «MSATKUMMY CUMITOMaMH — TAKUMHU, KaK YCTaIOCTh,
TSIra K COJH, JKaXKJa, HUKTypHUsl, MbIILIEYHasi cIa00CTh UK NepruepruuecKre MBIIIEUHbIE CHa3MBbL
OnHako 3Ta TOYKa 3peHHs ObUIa OCIOpEeHa B HMCCIEOBAHUSAX, MOKAa3aBIIMX (EHOTUIIHYECKYIO
W3MEHYHMBOCTh U MOTEHUUANBHYIO TSDKECTh 3a00seBanus. bbuin onucaHbl Takue MPOSBICHUS, KaKk
paHHee Hadaso (J10 6 JieT), 3aJepKKa pocTa, XOHIPOKAIBIIMHO3, TETaHUs, pa0JJOMHOJIN3, CYIOPOTH U
YKEJTyJAOUYKOBbIE apUTMHH [5].

Lesan uccenoBanms - JEMOHCTpAIUS KIMHUYECKOTO ciydas yuauHenus natepBaia QT y
pebeHKa ¢ BepOATHBIM cUHIpoMoM ['utensmana, ocobenHocTelt nuddepeHnnanbHoi JUarHoCTUKA
Y TaKTHKH BEJICHHS.

MATEPUAJ U METO/1bI

[IpoBenen ananu3 IUTEPATYPHBIX JAHHBIX U PETPOCTIEKTUBHO-TIPOCTICKTUBHOE HAOIIOICHIE
MalMeHTa C OLICHKOW aHaMHe3a 3a00JeBaHUs, )KM3HU, HACIEICTBEHHOW OTATOIIEHHOCTH, JaHHBIX
00BEKTUBHOTO OCMOTPA, JIA0OPATOPHBIX M HHCTPYMEHTAJIBHBIX METOIOB 00CIIeTI0BaHHUS.

PE3YJIBTATBI

[IpencraBneHo coOCTBEHHOE KIIMHUYECKOE HAOMIOIEHUE TIOAPOCTKA C BIEPBBIC BBIIBICHHBIM
yumuHenuem wuHtepBana QT. Jesouka JI. 14 7etr, Haxomuiaack Ha TOCHUTAIM3ALMM B
KapauopeBmarosiornueckoM otaeneHun (KPO) merckol roponackoit kKIMHUYECKOW OombHUIIBI Nell
(A'Kb Nell) r. ExarepunOypra B ¢eBpane-mapre 2025 roma. Ilpm mocTymiieHuu cocTosHUE
pacieHeHo Kak ctabunpHoe. XKanob nanreHTKa akTUBHO HE TIPEeABSBISIA.

Anamne3 3aboneBanus: B (eBpase 2025 roma AeBoYKa MPOXOAMIA YIITIyOJIEHHOE
MEIUIIMHCKOE O0CIeJOBaHUEe, KaK CIIOPTCMEHKA BBICOKOTO YpPOBHS TOATOTOBKH (3aHMMAaeTcs
cnoptuBHON akpoOarukoir 10 ner no 30 uvacoB B Heaemo). Ha OKI' BbusiBieHa cuHYycoBas
opaguaputmus ¢ YCC 54-64 yn/muH, otkinonenne JOC Brpaso, ymnenne QTc no 488 mc. [lpu
MIPOBEJICHUU BEJIOIProMeTprH 3a(hUKCUPOBAHA KEITYI0UYKOBAst SKCTPACUCTOJINS [0 TUITY OUTEeMHUHUH,
COMPOBOXKAABIIASCS OUTYLIEHUEM OBICTPOTO U CHIJIBHOTO CEPIICOMEH NS, TOJIOBOKPYKEHUEM Ha ITHKE
¢dusnueckoit Harpy3ke. B HeOTI0)KHOM MOpsi/ike MalnreHTKa ObUla HallpaBlIeHa Ha TOCIUTAIU3ALIUI0
B KPO JII'KB Nell st yrouHeHuUs [uarHo3a v pelieHus BOpoca o JajdbHEHIleM I0IyCKe K CIIOPTY.
B xome AOMONHUTENHHOTO paccrnpoca aHAMHECTHUYECKH BBIIBIUIM TPU DMH30[a KapHoreaaabHOro
cria3ma: TepBblii B Bo3pacTe 12 JeT mpoAoKUTEIbHOCTRIO 5-7 MUHYT, OCJIEIYIONME B TEUCHHUE
MOCJIETHUX 6 MECSIIEB BO BpeMs TPEHUPOBOK, 10 20-30 munyT. [Ipu 3TOM orrymmana 6071e3HeHHOCTb
B KHCTSX M CTYMHSX, TOJOBOKPYXEHHUE, TOIIHOTY, MOTIMBOCTh. Harpy3ku B 1esOM MEpeHOCHT
xopoino. CHHKONaTbHBIX 3H3010B He Ob110. B npeapinymas OKI' manuentku ot aBrycrta 2024 rona:
cunycoBas aputmusi ¢ YCC 55-80 yn/mun, D0C otknonena Bnpaso, QTc 450 Mc - morpaHUYHBIA.

W3 anamHe3a >XU3HU U3BECTHO, YTO PEOCHOK OT 3 OepeMEHHOCTH, BTOPHIX OMEPATUBHBIX
ponoB B cpoke 40 Henmens. Bec mpu poxxknennu 3500 1., poct 51 cM. B ¢pusnueckom pa3Butuu crana
OTCTaBarb B TeueHHe mnocienHux 1,5-2 ner. CeMeilHbId aHaMHE3 IO CEPJAEYHO-COCYAUCTHIM
3a00seBaHUsIM: y Opara CHHAPOM ciaboctu cuHycoBoro ysna (B 18 mer ummiuantupoBan DKC).
Ceenenuii o cunapome yamHeHHoro uatepsaia QT, snu3onax BHe3anmHoM cMepTH B cembe HEeT. DK
poauTenell Ha MOMEHT ONKUCAHUS Cly4asi He MPeJOCTaBICHBL

OomwexruBHBIA cTaryc: Poct 151 cm (SDS -1,88), Bec 33 xr, UMT= 14,5 (SDS -2,78)
duU3MYECKOE pa3BUTHE OTCTAET OT MACIMOPTHOIO BO3pacTa Mo pocty U Macce tena. t 36,6 °C, AJl
96/58 mm. pr.ct., UJ] 17 B muH., YCC nexa 56 B mun., YCC crost 88 ya. B muH. Co3HaHUE SCHOE.
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KocTtHo-cycTaBHas cucrema 6e3 ocobeHHocTell. [loxonka He HapymeHna. Koxa ¢usnonsornueckoit
okpacku. OTMedaeTcsi CyXOCTh KOKHBIX TOKPOBOB. JlepMmorpadusm po3oBslil. [ uniepruapos nagonei,
cron orcyrcTByeT. Chimu HeT. [loakoXHO-KMPOBOI €0M pa3BUT ciabo. BropuuHble MOI0BbIE
MpU3HaKyu pa3BuThl cnabo (Ax1, P1, Mal, Me0), mmroBunHas xene3a He nanpnupyercs. HocoBoe
JbIXaHWE HE 3arpyaHeHo. ObIIKM B TOKOE HET. AYCKyJIbTaTUBHO: IbIXaHHE BE3UKYJSPHOE,
MIPOBOJUTCS BO BCE OTHAENbI, XpUNoB HET. O0nacTh cep/iia He U3MEHEeHa, TPaHUIbl HE PACILIUPEHBDIL.
Bepxymeunsiit Tomdok B V Mexpebepbe Ha 1,5 M KHYTpH OT JIeBOM CpeIMHHOKIIOUUYHON JTMHUM.
ToHbl cepaua sicHble, pUTMUYHbIE, yMepeHHast Opaaukapaus nokos. IlIyMbl He BBICIyIIMBAIOTCS.
[ynbcamus Ha GeIPEHHBIX apTepHsIX OTUeTINBas. JKMBOT MATKUH, HE B3YT, 0€300JI€3HEHHBINA TPH
naneranuu. Iledens He yBenamdeHa. CTyn eXeITHEBHBIM, o(OpMIEHHBIN. J[Mype3 ameKBaTHBIM.
[Nepuepuuecknx OTEKOB HET.

3a BpeMs TOCHUTAJIM3ALMU NAlMEHTKE IMPOBEAEH IOJHBIH KOMIUJIEKC JIa0OpaTOpHBIX WU
WHCTPYMEHTAIBHBIX MccieoBaHUH. OOIii aHaM3 KPOBHU - 0€3 OTKIIOHEHH OT BO3PACTHOW HOPMBI,
B 00ILIEM aHaJIM3€e MOYU OTMedaiach OunupyOunypus 17 MKkMosb/11, a Taxke nporennypus 0,113 r/m.
B mnoBTopHOM aHamu3e MOuM CcoXpaHsulach HpoTeuHypus 1 r/1, ompepensiuch (ocdarsl B
HebonbIoM konmdecTBe. [Tokazarenn OMOXMMUYECKOro aHaiIM3a KpOBU B Mpezenax peepeHCHbIX
3HAYCHUM, 3a HWCKJIIOYEHHEM OJJICKTPOJUTHBIX IOKa3aresei: oTMedaach Tunokaiuemus 3,29
MMOJIb/JI, YPOBEHb XJIOPHJOB IO HWXKHEH rpanHune HOopMbl — 98,5 mmonw/a (98,0 - 107).
l'opMoHanbHBIN MPOOUIIE TMTOBUIHON JKeNe3bl - dyTupeo3. Y3U mmMTOBUAHON jKeNe3bl, MOUeK,
OpraHoB OPIOLIHOM MONOCTH 0€3 OTKIOHEHUH.

Ha OKI" npu noctymennu B KPO: cunycosast Opagukapaus ¢ HCC 50-62 yn/muH., QTc 594
Mc, B opTocTase — cuHycoBbiid put™ ¢ UCC 76-82 yn/muH., QTc 597 mc. (Puc. 1).

| |

Puc. 1.OKT mpu noctymnennn B KPO. Putm curycoBslii ¢ uce 50-62 yn/mua. 90C oTkinoneHa Bipaso. QTc
594 mc

ITpu nposenenun sxokapauorpaduu (3xoKI') cTpyKTypHOI MaTosoruu BhISABIEHO HE ObLIO.
[To nanHbIM X051 TepOBCcKOrO MOHUTOpUpOoBaHust (XM) OKI': BelpaxkeHHas OpauKapans — oKa3areiau
cpenaux YCC 67-46-57 (mpu Hopme 91-70-79), cpennnit QTc=492 mc (414-593 mc), npeBbllieHNE
6onee 450 mc B Teuenue 88% BpeMeHH 3anucu. AnprepHanus 3youa T.

IIpu nposenenun Benospromerpun auHamuka QTc: 487-562-431 mc npu YUCC 94-175-96
ya./MuH cooTBeTcTBeHHO. QTC Ha 4-i1 MUHYTE BOCCTAaHOBUTEIIBHOTO Mepruona 1octur 606 mc.

Taxum oOpa3oM, 1o pesynsraram 00cie10BaHUs ObLIO BBISABICHO BBIPAXKEHHOE Y/UIMHEHUE
natepBasia QTc. [To mkane [lIBapma mamuenTka Habpana 6,5 6aIoB, YTO COOTBETCTBYET BHICOKOM
BEPOSTHOCTH CHHJpoMa yuyinHeHHoro nHTepBana QTc. bamsl Obuin Hauncnens! 3a QTc > 480 mc,
QTc Ha 4-0if MUHYTE BOCCTaHOBUTENBHOTO neproaa >480 mc, paznBoennsbiit 3yoer; T B 111 oTBeeHuy,
anprepHanuio 3yona T, a TakKe BIpaKEHHYIO Opaaukapuio <2 MpoIeHTHIS A1 Bo3pacTta 14 et
bbeuio mpuHSATO perieHue o Tepanuu Oera-010KaTopoM Ul MPOQHIIAKTUKU KU3HEYTPOXKAIOIINX
apUTMUI ¥ BHE3AITHOM CepJIeYHON CMEpPTHU: Ha3HAYeH METONPOJIO B TO3UPOBKE 1,5 MI/KI/CYT.
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Kpome cranmaptHoro oOcnemoBanus mpoBomwiics IuddepeHnnanbHo-IuarHoCTUYECKUA
ITOMCK /IS BBIIBJICHUSI BTOPUYHBIX IPUUKH y/uInHEeHUs nHTepBaia QT. YcraHoBieHO, 4TO maiueHTKa
He MoJyyYajia Kakue-JIn0o mpenaparsl, criocoocTByronme yanuHenuto nurepsaina QT, u B cemeitHom
aHamHe3e y poacTBeHHHKOB HeT ynomuHaHus o CYUQT. Mcxons u3 KIMHHUYECKUX MPOSIBICHUMA
3a00JIeBaHUs — SMU30/bl KapIONeAaIbHOIO Clla3Ma, OObEKTUBHOTO CTaTryca MAllMeHTKU — HU3KUH
poct (SDS -1,88), TeHAeHIMH K TUIOTOHHH, BBISBJIECHHBIX MpPU JAOOPATOPHOM O0OCII€JOBaHUU
TUIOKAJIMEMUH TPOTEUHYpUU U (ocdarypuu, 3amofo3peH cuHIpoM ['mTenbMaHa. YUuThiBas, 4To
JUTSI JAHHOTO CUHPOMA XapakTepeH MeTa00InUeCcKui ainkanos, Oput B3t ananus Ha KIC: pH 7,517,
pCO, 55,5 mm.prcr, HCOs 44,0 mmons/nm — ompeneleH MeTaOONWYeCKUN ajKalio3, He
KOMIIEHCHUPOBAaHHBII peCTUPaTOPHBIM allia030M. beut Ha3HaueH kanus acraparuar 10 Mr/Kr/cyT u
MarHus acmaparmHar § MI/KI/CYT, pa3liesieHHble Ha 2 mpuéMa JUIs KOPPEKLUU SIIEKTPOIUTHBIX
HapyILICHUH.

Ha ¢one npoBoaumoii 1ekapcTBEHHOH Tepaluy COCTOSTHUE MallMeHTKU CTa0UIIbHOE, Kajao0
He npeabsasisia, Al Huxke 92/54 mm.pr.cT. He peructpupoBaiock. IKI' Ha poHe Ha3HAUeHUs OeTa-
0JI0KaTopa M Hadama KOPPEKIHH IEKTPOIUTOB: cuHycoBas opamukapaus ¢ YCC 44-52 yn/mun. QTc
586 - 635 mc, B optocTaze — cunycoBblii put™M ¢ UCC 68-69 yn/mun., QTc 645-652 mc. Yepes 3 nus
OT CTapTa Teparnuu ObUT IPOBEJEH MOBTOPHBINA aHANIN3 AEKTPOIUTOB: COXpaHsIach TMIIOKAIUEMUs
3,26 mmomb/n, runoxyopemus 95,8 Mmoub/m. [IpuHATO pemieHre O MOBBIIIEHUE HO3UPOBKU KaIHs
acnaparuHara 0 15 MI/Kr/cyT u Maraus acraparusara 10 12 mMr/kr/cyT, pa3aeneHHble Ha 3 mpuéma.
IloBrOopHOE MccnenoBanue nepea Boinuckoil n3 KPO nokaszano HopMaan3aluio oKa3arenen: Kaaui
4,56 mmounpe/n, xmop 101,4 mmons/n, pH 7,46, pCO, 55,5 mm.pr.ct, HCO3 38,9 mMmonb/n
(KOMIIEHCUPOBAHHBIM META0OIMUECKUN alKallo3), IpU coXpaHeHuHu ymnuHeHus narepsaina QT nHa
OKT noxkos 10 552 mc (mpu YCC 45-49 yn/muH.) u B oproctasze 10 562 mc (mpu UCC 65-79 yn/mun.).
[IpoBenena tenememuiuHckas kKoHcynasrauuss ¢ HUKW Ilemmarpum um. HO.E. Bensrumesa:
NpeBapuTeIbHbIN quarnos - 145.8 Cunapom ymmmHenHoro uatepBasia QT, cunapom ['urenbmana?
PekoMeHZI0BaHO T'€HETHMYECKOE MCCIEIOBAHME C  KOHCYJIbTAllMell  Bpaya-reHEeTHUKa  JUIs
MOATBEPAKACHUs nuarHo3a, rocnurtanuzauus B JIKO napymenuit cepaeuHoro purma HUKU
[lequarpun um. Benbruiesa 11t TOMOJIHUTEIHHOTO 00cienoBanusl. [lanmeHTKa BpITUCaHa TOMOH B
YIAOBJIETBOPUTEIBHOM COCTOSIHUM, MEAUKAMEHTO3HAs TEpPANUs NPOJOJDKEHA.

OBCYXJIAEHUE

Cunapom ymnuHeHHoro uHTepBana QT dacto mpoTekaer OECCHMITOMHO U IEPBBIM
MIPOSIBJICHUEM MOXKET OBITh BHE3aIHas cepiedHasi cMepTh. Juddepeninanbaas [uaraiocTuKa MexX 1y
BPOKJICHHBIM U IPUOOPETEHHBIM CHHIPOMOM yIJIMHEHHOro MHTepBaja QT HECOMHEHHO BakHA
BBUJly Pa3MYHBIX IOAXONOB K JICYCHUIO JaHHBIX NAUMEHTOB. B HAcCTOAIMMII MOMEHT IMarHo3
CYUQT ocraércst npuBsi3aHHBIM K JAMAarHOCTMYECKUM KpuTepusm mikainsl IlIBapua, kxoropas
SIBIIIETCS LIEHHBIM HHCTPYMEHTOM TSI KIIMHUYECKOW OLEHKH NAallMeHTOB ¢ nopo3penneM Ha CYN QT
co cnenupuIHOCTBIO 99% 1 9yBCTBUTENBHOCTBIO OT 19% 1o 36%. Baxno, uto pesynsrarsr OKI
clleflyeT HHTEpPHpeTUPOBaTh INPU OTCYTCTBUM KaKUX-THMOO OOpaTUMBIX NPUYHMH, CIIOCOOHBIX
yuuHATh uHTepBasl QT. Tak ke B MexayHapOIHbIX pEKOMEH Al TOAYEPKUBAETCS 3HAUNMAasl pOJib
T€HETUYECKOI 0 UCCIEOBAHMS U TPUBJIEUEHU Bpaua-reHeTuka s auarnoctuku CYUQT [1,2,3]. B
MIPEACTAaBICHHOM KIMHUYECKOM CiTydae IPUBOAUTCS IPUMED MallMeHTa ¢ JUIMHHBIM nHTepBanioM QT
U TIperoiaaraeMbiM cuHApoMoM [ urenbsmana. OKOHYATENbHBIN 1MAarH03 000UX CUHIPOMOB TpeOyeT
T€HETUYECKOIO TECTUpPOBaHUs. [MmokainemMusi, TMIIOMarHueMus, XapakTepHbIE s CHHApPOMA
['urenbmana, MOTYT BBI3BIBATH BTOPUYHOE yiiMHEHUE uHTepBana QT, omqHAaKO BOCCTaHOBIIEHHE
aJIEKBaTHOT'O YPOBHS JJICKTPOJMTOB HE BCErJa MPUBOAUT K HOpManu3anuu uateppaia QT na OKI
Kak ObLT IMOKa3aHO B HalleM HAOMIONEHUU. DTH JTaHHBIC MOATBEPXKIAIOTCS PAIOM HCCIEIOBAHUM, B
KOTOpPBIX COXpaHsuics ymuHeHHbIH uHTepBan QTc HecMmoTps Ha mnopfepkaHue CTaOMIbHBIX
KOHIIEHTpALMI Kajdusl U MarHus B IJIa3Me KPOBU IPU UCIOJIb30BAaHUU CTAaHJAPTHBIX MEPOPATIBHBIX
n00aBOK COIIaCHO peKoMeHaauusM [6,7]. B 3akiroueHue ciieyer OTMETUTh, YTO MPU CHHApPOME
I'mrenpmana unTepBasl QT yacTo MATOIIOrMYECKHU YIUIMHEH. DTO MO3BOJISET MPEINOJI0XKUTh, YTO
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JAHHBIC MMAllUCHTBI IMOABCPIKCHBI IMOBLIICHHOMY PHUCKY pPa3BUTUA KCITYIOUYKOBBIX apI/ITMI/Iﬁ u
TpeOyIOT YIIyOJICHHOTO KAapJUOJOTHYCCKOTO OOCICIOBaHUS B TOM YHCIE C TNPUMCHCHHEM
TCHCTUYCCKOI'O TCCTUPOBAHU .

BbIBO/bI

1. CI/IHI[I)OM YAJIMHCHHOI'0O HWHTCpPBalia QT ABIACTCA NMOTCHIHAJIBHO XKU3HCYTIPOXKAIOIIUM
COCTOsSIHUEM, Tpe6YIOIHI/IM CBOCBpeMeHHOﬁ JUAarHOCTUKHU W TEPCOHAIM3HUPOBAHHOIO IMOAXOAa K
BCACHUIO IMTAITMCHTOB.

2. Indbdepenmmansuas quaraoctruka CYNUQT nomwkHa BKIIFOYATh MOUCK BTOPUYHBIX TPUYHH,
BelyIIMX K yaauHeHuto uarepsana QT.

3. Cunmpom ['mTenpMaHa, Kak omHa M3 NpUYWH ymmuHeHus: wHTepBana QT, tpelyer
MYJIBTUAUCHUINIMHAPHOTO IMMOAX0Aa K BCACHUIO MAIITMCHTOB C IPUBJIICHCHUCM Bpa‘IefI KapanoJoros,
He(prJ'IOFOB, a TaKKC€ '€CHCTUKOB.

4. IlpencraBieHHbI KIMHUYECKUH clydyail JAEMOHCTPUPYET HEOOXOAMMOCTH IOBBIIIEHUS
AOCTYITHOCTU T'CHETUYCCKOIO TCCTUPOBAHUA B KJIIMHUYECKOM IIpaKTHUKE Bpaqeﬁ ACTCKUX -
Kap/IM0JIOTOB.
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AHHOTAIUA

Beenenne. BuebomsHrunas maeBMoHUs (BII) siBisieTes akTyansHOM npobneMoii CoBpeMEeHHOH MeuaTpuu, T03TOMY
CBOEBPEMEHHasl M TOYHAs TUAarHOCTHKA IMEEeT pellatoiee 3HadeHue. PentreHorpadus opranos rpynnoii kietku (POI'K)
SIBIAETCS «30J0TBIM» CTAaHJAPTOM JHMArHOCTHKM ITHEBMOHHMH. TeM He MeEHee, 3HAauMMOCTh YJIBTPa3ByKOBOTO
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