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PE3IOME

B mpencTaBA€HHOM KAMHHYECKOM cAydae y 16-aeTHeH AEBOYKHM HMMEAHM MECTO KAWHHYECKHE IIPOSBACHHS
BPOKIEHHOTO CHHAPOMA yAAMHEHHOro uHTepBasa QT B BHIe CHHKOIIE, KOTOPbIE H3HAYAABHO OBIAU ITPHUHSITHI
3a 3MHUAENITUYECKHH CHHAPOM, I10 II0BOAY KOTOPOIo MAIlHMeHTKa IPUHUMAaAa IIPOTHBOCY I0POKHEIN Ipenapar,
HMEIOMIUH CBOMCTBO BTOPHUYHO YAAUHATE MHTepBaa QT. OnHako maHHBbIe ceMeHHOro aHaMHe3a (BHe3alrHasd
CMEPTBH MaTepPH B MOAOIOM BO3pPacTe) B COYETAHHH C TUIINYHBIMH IIPOSBACHUAMU 3a00A€BaHHUS U SAEKTPO-
KapauorpaduiIecCKUMHU IIpU3HaKaMu (yaanHeHMe nHTepBasa QT Ha cTaHmapTHOH SAEKTPOKApPIUOTPaMME,
IapOKCH3MBI BEPETEHOOOPA3HON KEAYIOYKOBOM TaXUKAPAUH, COIIPOBOXKIABIIHNECT CHHKOIIAABHBIMH COCTO-
SHHUSIMH) [I03BOAHAHN YCTAHOBHUTH AHUATHO3 BPOXKIAEHHOTO CHHAPOMA YAAHMHEHHOro uHTepBasa QT u mMIaaH-
THUPOBAThH IAIIUEHTKE SACKTPOKAPIUOCTUMYASTOD.

KaroueBbIe CAOBA: 8PONOEHHBLU CUHOPOM YOnuHeHHo20 uHmepsana QT, cuHkone, sepemeHo06pasHas JKeny-
doukosast maxuKapousl, 8He3aNHAsl CePOeUHAs. CMEPMb, XO0IMePO8CKoe MOHUMOPUPOBAHUE, Oemu.

Bxkaaz aBTOpoB: CkyparoBa H.A., 3apaukuna A.U., KozaoBckuit A.A., IBkuna C.C.: KOHIIeNIIIUA U AU3alH
uccaenoBaHusg, 0630p IIyOAMKAIIME 10 TeMe CTaTbH, cOOp MaTepHasa, PeJaKTHPOBaHUE, OOCYKIOECHUE [aH-
HBIX, IPOBEpPKa KPUTHYECKU BasKHOTO COZIEPIKAHUS, YTBEPKACHHUE PYKOIIUCH AT ITyOAUKAITUH.
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Diagnosis of congenital long QT interval syndrome
in a 16-year old girl
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ABSTRACT

The article presents a clinical case of a 16-year-old girl with clinical manifestations of congenital long QT
interval syndrome in the form of syncope which were primarily diagnosed as epileptic syndrome for which the
patient was taking anticonvulsant drugs having qualities of secondary prolongation of QT interval. At the same
time, the data of family anamnesis (sudden death of the mother at a young age) in combination with typical
manifestations of disease and electrocardiographic signs (prolonged QT interval measured from the standard
electrocardiogram, paroxysms of spindle-shaped ventricular tachycardia accompanied with syncope conditions)
made it possible to diagnose congenital long QT interval syndrome and implant an electric cardiac pacemaker.
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BBenenue

OmuHuM u3 Hauboaee ONACHBIX 3aboaeBa-
HUH C pUCKOM Pa3BUTHL BHE3AIlIHOMU CepAeYHOMN
cMmeptu (BCC) apuTMOreHHOTO reHe3a sIBASEeTCs
CUHOPOM yasuHeHHoro uHtepBasa QT (CYU-
QT), npu koTopoMm pHucK paszBurugd BCC moctu-
raer 71 % [1, 3, 6].

YnanHenue nHTepBasa QT — 3aboseBaHue
cepAalia, XxapakTepuayrolleecs YIAUHEHHUEM HH-
TepBasa QT Ha saexkTporapauorpamme (IKI),
IIpoTeKalolllee C MIPUCTYIIaMH IIOTEPHU CO3HAa-
HHUS, Pa3BUTHEM IIOANMOPQHOH KEAYTOIKOBOMI
Taxukapauu (2KT) tumna «mupyat» A uOpPUA-
ATV 3KeAyZoduKoB [2, 7]|. Bpoxknenusiit CY-
HQT obycaoBaeH MyTallusSIMH B reHaxX, KOOUPY-
OIIUX asbda- U OeTa-cyObeIUHUIIBI HOHHBIX
KaHaAOB MeMOpaHbl KapIHUOMHOIIUTOB, & TaK-
xKe crenududeckue OEAKH, OCYIIECTBASIOIIHE
BHYTPHUKAETOYHYIO PETYAAIIHMIO HOHHBIX TOKOB
[2, 4]. TlupysTHaga (BepeTeHoOOpa3Has) TaXH-
Kapousa — 9To cuenuduydeckasd opMa IIOAU-
Mmopduo# KT y nanmentoB ¢ CYUQT, kotopas
MO3KeT IIPHUBECTH K OCTaHOBKe cepnua [7, 8].
Ha ceromH4ImHUI O€Hb BBIIBAEHO 12 MOAEKY-
AspHO-TeHeTHdYecKux BapuaHToB CYUQT, ko-
TOPBIE PA3AUYAIOTCS MOAEKYAIPHO-T€HEeTHYe-
CKOH OCHOBOMH, pasAHYHBIM TedeHHEeM 0OAe3HH,
IIPOTHO30M, AedeHMeM. HawmbGoaee wacTo pac-
IIpoCTpaHeHbI IlepBble Tpu Bapmanta CYUQT,
IIPH 3TOM JAd KasKIOTO THIIA XapaKTePHBI He-
KOTOphIe crenuguieckue ocobeHHocTH. [Ipm
IIepBOM BapHaHTe CHHKOIIE BO3HHKAIOT dYallle
npu PUNIECKON B SMOIIMOHAABHOM Harpys3ke,
B BOJIE, U JaXKe IIPOCTOE BXO3KIEHHE B BOAY MO-
JKeT CIIPOBOILIMPOBATh IIOTEPIO COo3HaHULA. IIpu
BTOPOM BapHaHTe I[IPOBOKATOPOM IIPHUCTyIIA
MOZXKeT OBITH pe3Kui 3ByK. [Ipm TpeTbeM Bapu-
aHTe (OH caMbIf 3A0KA4YeCTBEHHBIA 1 6oaee pen-
KHWH) HabAIOIAIOTCA CHHKOIIE, KOTOPBIE MOTYT
BO3HUKATb BO BpeMs IIOKOsI, HOYbIO, BO CHe [2,
3, 9, 10]. [Ipu Bcex Tpex BapHaHTaX BO3MOXKHA
ocTaHOBKa cepana (3, 5,9, 10].

B HeKOTOPBIX cAydasax 3I1M30/1bI CHHKOIIE Ya-
CTO MUArHOCTUPYIOTCS HEIIPaBHUABHO U PaCILI€HU-
BaIOTCS KaK OOMOPOK (Ba3oBaraAbHas peakIlusi)
UAM SIIHUAETITUYECKUN IIPUCTYII, IIPU 3TOM TaKue
[EeTU 9aCTO HaOAIOIAIOTCS Y HEBPOAOTA, IIOAYYAT
IIPOTHUBOCYNOPOKHYI0 Tepanumo [1, 5, 11].

B nmmarHocTmKe maHHOro 3a0oAeBaHUS
BaXXHBIM acCIeKTOM SIBASIETCS TIIATEABHO CO-
OpaHHBIA CceMeHHBIH aHaMHe3 C YTOYHEHHU-
€M HaCAEICTBEHHOM IIPenpacIiOA0KEHHOCTH,
PYHKIIMOHAABHO-IHUATHOCTHYECKOe o0cAemoBa-
HHUE C HCIIOAB30BAaHHEM SAEKTPOKapAHOTpaM-
MBI, T/Ie HEOOXOQNMO IIPOBECTH PYYHOH pacder
3Ha4YeHUY KoppurupoBaHHoro uHTepBasa QT u
BBISIBUTB €TI0 YIAUHEHHE, a TAaK¥K€ XOATEPOBCKO-

o MOHHTOPHUPOBaHUS, IIPH KOTOPOM BO3MOZKHO
3aperUCTPUPOBATD IIOTEHIINAABHO yIPOKaeMbIe
HapyLIeHUsd PUTMa, COBIIAJAIOIINE C KANHHYe-
CKUMH COOBITHUSIMHU ITanueHTa. [IAs yTOYHEHUS
BapHaHTa CHHAPOMA HCIIOAB3YETCS MOAEKYASIP-
HO-T€HEeTHYeCKOe TeCTHPOBAaHUE.

BaskHBIM acnekToM AedeHHUd Ha (POHE COo-
XpaHeHHd BbIcokoro prucka BCC Ha doHe mpo-
BOAMMOM KOMOMHUPOBAHHOH Tepanuu sIBASIET-
Cd HMIIAQHTAIUS 3AEKTPOKAPAUOCTHUMYASITOPA
(OKC) c dpynKIIMEH KapauoBepTepa-aepuopua-
agTopa [3, 9, 10].

CAy4yaH H3 KAHHHYECKOH IPAKTHKH

[NanmmentTka Mapua K., 16 aer, mocraBae-
Ha peaHUMAIMOHHOH Opuramoi#i B oTAeseHHE
aHECTE3UOAOTHH H peaHuMalluu [omMeabCKOM
00AAQCTHOM [OETCKOM KAWHUYECKONM OOALHUIIbI.
CocrogHue TdzKeroe, HaAXOOAUTCA Ha HCKYyC-
CTBEHHOU BeHTHAALMU AeTkKux (UBA) Ha done
MenuKaMeHTo3HOH cemamuu. Co caoB oTHa, ¥
[NE€BOYKH IIPOM30lIAa BHe3aIlHasl IIOTEpPS CO-
3HaHHd, BO3HHUKINAA [OCAE CHA, PAaHO YTPOM.
[Ipu aTOoM MAaaIag cecTpa AEBOYKH oOpaTHAa
BHHUMAaHUe Ha TO, YTO Ha (poHe IToAHOTO Oaa-
TOIIOAYYMS CECTpa PEe3KO IIOYyBCTBOBaAa cebs
IIAOXO: ABIXaHHE CTAaAO MaAONIPOAYKTHBHBIM, B
BHE pPeaKUX B3moxoB. Ha obparenHyro K He#
peds He pearupoBasa. 3aTeM IIOAHOCTBIO IIpe-
KpaTuaa Ablarth. PoauTean BBIZBaAM CKOPYIO
MEOUIIUHCKYIO IIOMOIIb, A0 IIpHE3da KOTOPOM
OoTell AEBOYKH OKa3blBaA IEPBYIO pPEaHHMAallH-
OHHYIO [OMOIIE. I[IpuOBIBIIEH MEIHUIIMHCKOHN
OpHUrazioil NPOBOANACS KOMIIAEKC CEPAEYHO-AC-
rouyno# peaguMmanuu (CAP) B redenne 15 MUHyT
C mpuMeHeHHeM AePUOPHUAAIIINU (HA MOHHUTO-
pe ImanmeHTa PeTUCTPUPOBAAACH (PHUOPHUAAIITUS
KEAYJOYKOB).

AnamHe3 3a00AeBaHUd: ITAlleHTKa 0oaeeT
c 12 aer, Ipu 3TOM OTMEYEHO, YTO IIPUMEPHO
1 pa3 B 2 HezleAu y Hee CAY4YaAUCh 3IIHM30/bI 3a-
TPYAHEHHOI'O [AbIXaHWs, dallle o yrpam. Ilo-
OOOHBIE IIPUCTYIIBI OTMEYAANCH HEOTHOKPATHO
c 2018 ropa: yrpoM mHepen IPOCBIIaHUEM [e-
BOYKa 3allpOKHAbIBaAa TOAOBY, «3aKaThbIBa-
Aa» TAa3a, OTMEYaAUCh TOHHKO-KAOHHYECKUE
CyAOPOTH B KOHEYHOCTAX M HEIIPOU3BOABHOE
MOYEHCIIyCKaHuEe (IPOAOAKUTEABHOCTb IIPH-
cryna cocraBasira 2-3 MuHYTHI). PaHee, ron
Hazam, AeBodkKa Oblaa obcaeqoBaHA B HEBPOAO-
THYEeCKOM OTAeA€HHH ['OMeABCKOH o00AacTHOM
JIETCKOM KAMHHWYECKON OOABHMIILI, TJe €M ObIA
BBICTaBA€H KAMHHWYECKUN AUArHo3 «OIHAENITH-
YeCKHH CHUHAPOM C HaAMYHEM I'eHepaAu30BaH-
HBIX TOHHKO-KAOHHYECKHUX IIPUCTYIIOB IIepes
npoceinanveM». [lo moBoxmy maHHOTO 3ab0ae-
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BaHU4d TMAIlUEeHTKAa IoAydaAa Ipernapart «/lema-
KUH-XpOoHO». B aHaMHe3e y IIaliMeHTKHU HMeAa
MecTo depenHo-Mo3roas Tpasma (HMT), nepe-
HeceHHasd onuH Mecdll Hazan. Co caoB oTHa, y
MaMBbl [aIllMeHTKN ObIAM HOOOOHBIE ITPUCTYIIHI,
OOUH W3 TaKUX 3IIH30ZI0B 3aKOHYHACS AETAAb-
HBIM HCXOJOM KEHIIUHLI B Bo3pacTe 29 aAeT.
[Ipu mocTynaeHHU COCTOsIHHE Tsizkeaoe. Me-
AVKaMeHTO3Has cexanud. llaTorormdecKoi He-
BPOAOTHMYECKONM CHUMIITOMATHKU HeT. [lpIxaHue
anmnapatHoe, Y1 — 16 B MuH. B AeTKUX nbIxanue
npoBoauTcs Bo Bece otaeasl, HCC — 105 B 1 muH,
Al — 125/80 MM pr. ct. ToHBI cepAalia siCHBIE,
purMmuyHble. 2KUBOT MATKUH, 6€300A€3HEHHBIH.
OKI: puTM CHHYCOBBIH, Opamgukapaud,
YCC — 57 ya/MuH. DaekTpHUdecKas OCh cepana
(D0C) BepruraabHada. Juddy3Hble N3MEHEHUS
B MHOKapAe Pe3KO BBIPaKEHHBIE. YIAWHEHUE
uaTepBasa QT (QTc = 599-572 Mmc).
Onexmposryegpanoepacpus (B5I): HEpe3Ko
BeIpazkeHa auddy3Hag me30praHu3alysa Kop-
KOBOTO pPUTMAa, NPU3HAKN OUCHYHKIUU Cpe-
OUHHBIX CTPYKTYP. DUHUAECOTU(MOPMHOU U AO-
KaAbHOM ITIATOAOTHYECKOHM aKTHUBHOCTH B XOJe
HCCA€OBAHUA HE 3aPEeTUCTPHUPOBAHO.
Oxokapouoepacpusi: Marasd aHOMAAUS pas-
BUTHS CEpAlia: aHOMaAbHAsd XOpAa A€BOIO JKe-
Aynodka. HesHauynTeAbHOE CHHXKEHUE CHCTOAM-
4eCKOo# (PyHKIINH A€BOTO Keayzmodka (AXK).
MaerHumno-pe3oHaHCHAS momozpagus
(MPT) 20n108H020 MO32a: NAHHBIX 00 OopraHude-
CKOM ITOPasKe€HHH I'OAOBHOT'O MO3ra Ha MOMEHT
HCCA€OBAHUSL HE IIOAYYEHO.

|=
x

Obwuii aHanusz Kposu, 0buUTL AHAIU3 MOULL:
B IIpeieAaxX HOPMEL.

Xonmepoeckoe moHumopuposarue (XM):
PUTM CHHYCOBBIH, yianHeHNe nHTepBasa QTc (mpu
PYYHOM H3MepeHHH Ha (DOHE PETyASPHOIO CHHY-
coBoro purma): mpu YHCC 61 /mun QTc = 591 Mc,
QTc =589 mc Ha ¢hone nuBepcuu 3yoma T gudys-
Horo xapakrepa; rpu HCC 75 /muH QTc = 610 Mmc,
577 mc. Yacrag napHasg DOAUMOPQHAT KEAY-
OOYKOBasd AKCTPACHUCTOAMS. OIH301bI BepeTe-
HOOOpa3HOH KeAayZmouyKoBoH Taxukapauu (2KT),
Hauboaee 3paunMas KT ¢ makcumaabHoit HCC
oo 278/MuUH, MPOMOAKUTEABHOCTEIO 10 2 MUH
20 ceK; KAMHHUYECKH: CHHKOIIe, BO3HHUKIIIEE Ha
doHe AMOIIMOHAABLHOTO OecrioroiicTBa IIpu Oe-
cene ¢ aegamuM BpadoM (KT kynupoBaHa BBe-
neHueM aupokamHa). Cpenuaa YCC 3a cyTKu
cocraBuaa 75 yn/muH. MunumasbHas YCC —
54 yn/muH. 2KeAymOYKOBBIE SKCTPACHCTOABI:
3959, u3 HUX OAMHOYHBLIX — 2548, mapHbIX —
279, XT — 72 smnu3oga asAOPUTMHUHU IIO TUILY
KEeAyJ0YKOoBOM Oouremuuuu — 291. KoandyecTBO
uHTepBaroB QTk BmINlE HOpMBI (> 450 MC):
84,84 % (pucysku 1, 2).

Ha ocHOBaHMH KAVMHHUKO-aHaMHECTHYEeCKHUX
U (PYHKIHMOHAABHO-IUATHOCTUYECKHUX MNaHHBIX
BBICTABAEH KAWHHWYECKHUI nuarHos: «BpoxkmeH-
HBIE CHHIAPOM YIAWHEHHoOro umHTepBasa QT c
NapOKCU3MaMH IKEAYZOYKOBOH TaxXUKapIuH,
CHHKOIIAABHBIMU COCTOSIHUSIMM, COCTOSIHHE I10-
CA€ KAWHHYECKOH cMepTH Ha (POHE HNapOKCH3-
Ma IIOAUMOP(HOH KEeAyJOYKOBOH TaXUKapIuH,
PUOPUAAIITIH KEAYTOIKOB.

PucyHor 1. YonuneHnue unmepeaana QT (QTc = 591 mc — no ¢popmyne Bazemma, 589 mc — no ¢popmyne Ppamurzema)
Ha ¢poHe uHeepcuu 3ybua T ougpgpysHozo xapaxmepa (ppaemerm XM)
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PucyHok 2. Bnusodst eepemeroobpasroii KT ¢ makcumansHoii YCC 0o 278/ mun e napokcusmax (ppaemerm XM)

[TartmeHTKa TpaHCHIOPTHPOBaHA peaHHMa-
UOHHOM OpHUrafoil B OETCKUH KapaUOXUPYP-
THUYECKHUM LEHTpP, IAe AUArHo3 ObIA IOOTBEPIK-
O€H U OeBouke Obla mMmnaaHtupoBan IKC c
dyHKIMEH KapauoBepTepa-aepubpuasaTopa.
Ilast AedeHHS TaKxKe HasHadeHbl: MarHeB6, Ha-
JOAOA C IIOCAEAYIOLIEH KOPPEKIHUEN N03b] B [AU-
HaMmuke. [Ipu BRIDHUCKE Karob HET, IIPOBEeAECHO
KOHTpOoABHOEe XM mag olleHKU (QYHKIIUHU PUTMAa
cepara, feBoYKa BBIITMCAHA JOMOH I104 HaOATO-
OeHHe KapAuoaora, meaguaTpa C peKoOMeHall-
€M TIIPOBENECHHUA MOAEKYAIPHO-TEHETHYECKON
nuarHoctTuku Bapuanta CYUQT.

3arxnrouerue

B mpencraBA€eHHOM KAMHUYECKOM CAyYae
Y AE€BOYKU UMEAU MECTO KAMHUYECKHUE MPOSIB-
AeHUd 3a00A€BaHUA B BHIIE CHHKOIIE, KOTOPHIE
U3HAYAARHO OBIAM TIPHUHSTHI 3a SIIHUAENITHYE-
CKHUH CUHAPOM, II0 II0OBOAY KOTOPOTO IAaIlUeHT-
Ka TIPUHUMAaAa IIPOTUBOCYIOPOXKHBIN IIpera-
par. Ilpu 3TOM H3BECTHO, YTO MEIUKaAMEHTHI
JAHHOM TpPyHIIbI HMMEIOT CBOMCTBO BTOPUYHO
yoauHSTE uHTepBaa QT. OgHako THIATEABHBIN
cbop aHaMHe3a, IIPU KOTOPOM BBIIBAEH (PaKTOP
HeOAArOIPUATHON HACAEICTBEHHOCTH (y Mare-
pu HabAlOJaAUChH TOMOOHBIE HPUCTYMIBI, OMUH
U3 KOTOPBIX 3aKOHYUACH BHE3aITHOH CMEpPTHIO
B Bo3pacTe 29 aeT) B couyeTaHUU C TUIINYHBI-
MU SAEKTPOKAPAUOrpaAPUIECKUMHU MpU3HAKAa-
Mu 6OoaesHu (yoamHeHHe uHTepBasa QT, ma-
POKCHU3MBI BepPEeTEHOOOPa3HON KEAYTOYKOBOM
Taxukapauu 1pu XM, COOpPOBOXIABIIHECS
KAMHUYECKUMU COOBITUSMU (CHHKOIIE), C Iepe-

HECEHHBIM COCTOSTHHEM KAMHHUYECKOW CMepTH),
IIO3BOAVWIAML YCTAHOBUTH OHATHO3 BPOXKIAEHHOTO
CYUQT u nmnaanTupoBarts namueHTke 9KC.

CaenmyeT OTMETHUTDH, UTO 3aKAIOYUTEABHBIM
9TaroM JUATHOCTUKH CUHPOMA IBASIETCSI MOAE-
KyASPHO-T€EHETHYECKOE TECTUPOBAHUE, ITO3BO-
ASTIOIIEE BBIIBUTH ITOpaskeHHbIY reH v 70-90 %
AHIL ¢ IpuU3HakKamMu HacaeactBeHHoro CYHUQT.
OgHaKo, HECMOTPS Ha CBOIO BBICOKYIO JUATHO-
CTHYECKYIO 3HAYHUMOCTD, PT€HETUIECKUH aHaAnu3
He gBAFEeTCHd IIaHaleed M MOXKeT AaBaTh Kak
AOXKHOIIOAOXKUTEABHBIE, TaK H AOXKHOOTpPHIIA-
TeAbHBIE pe3yAbTaTHI. [10 JaHHBIM 3apyO0eKHBIX
HCCAEIOBaHUH, MOAEKYASPHO-TEHETHIECKOe
TECTHPOBAHHE IIOKA3aHO TAABHBIM 00pazoM B
CAyYae, KOrjia [JUATHO3 SIBAAETCH BEPOATHBIM
U KAMHUYECKUE JaHHbIE YKa3bIBalOT Ha mIopa-
JKeHHEe KOHKPETHOIO T'eHa, a TaK¥XKe B CEMbX,
B KOTOPBIX UMEETCS ITPO0aH/I C paHee YCTaHOB-
AEHHBIM TeHeTH4YecKuM nedexkrom [12, 13].

B mpencraBAeHHOM cAyYae BasKHO 00cAeq0-
BaHHE BCEX YAEHOB CEMBU C IIEABIO IIPOUAAK-
Tuku BCC, a Takxke o0y4yeHHE POACTBEHHHUKOB
IpaBUAAM OKa3aHUS CepAeYHO-A€TOYHOM pe-
aguManuu. [Ipy HazHaYEeHWH NAIlMEHTaM Ae-
KapCTBEHHBIX IIPENapaToB, IOTEHIIHAABHO CIIO-
COOHBIX yIOAHMHATL uHTepBaa QT, Heobxommmo
npoBoauTh KOHTpoAb JKI' 1o u B mmpoliecce ae-
YeHUs, IPU ITOM HEOOXOMMO YIUTBIBATH A03Y,
JOAUTEABHOCTb IpPHEMa MeIUKaMeHTa, a TaKKe
KAMHUYECKUE MaHHbIe. [IporHO3 B cAydae CBO-
€BpEMEHHO MUATHOCTHUKU U aeKBATHOTO Ae-
YeHUs JaHHOrO 3a00AeBaHUS OAATOIPUATHBIN.
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