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B craTtbe mpencraBieH KIMHUIECKU Cirydail qeBouek 12 u 9 et ¢ CMHAPOMOM yIIuHeHHOTo nHTepBaia Q—T.
Ha ocHoBanmmM naHHbBIX aHAMHE3a, a UMEHHO BHE3aITHOI CMepPTH POACTBEHHUKA B Bo3pacte 40 neT, BHe3amHO
CMepTU MJIaIiero Opara B Bo3pacTte 7 JieT, OJM3KOPONCTBEHHOTO Opaka pomauTeseil, TaHHBIX JJab0PaTOPHBIX
U MHCTPYMEHTATbHBIX 00cienoBanuii (yummHenue nHTepsaia Q—T 1Mo maHHBIM a51eKTpoKapauorpaduu y ooe-
UX IEBOYEK), 00BEKTUBHOTO 00CIIEIOBAHMSI, a TAKXKE BPOXKICHHOM HEMPOCEHCOPHOI TITyXOTHI Y 00EMX IeBOYEK,
OBLT OTIpenesieH peaKuii HacIeACTBeHHBIN cnHapoM [xkepBeta—Jlanre-Hunbcena. O6e n1eBOYKY MpUHUMATN
AQHATIPWIVH, TIPU 3TOM Y CTaplieil manueHTK Ha (hoHe Teparuy OTMEYaIuCh TPUCTYITBI CUHKOTIE, CBSI3aHHBIE
¢ pu3MUECKMY 1 SMOLIMOHATBHBIMU Harpy3kamu. Ha ocHOBaHUM KITMHUYECKUX PeKOMEH AN, a TAKKe TaH-
HBIX KPYITHBIX UCCIEI0BAHU ObLIO IPUHSATO pellieHre 00 MMITTAHTAIIMY 00eUM IeBOYKaM KapauoBepTepa-ae-
bubpunnsaropa. [NocneonepamoHHbII IeprO TIPOIIIeN 0e3 OCTOKHEHUI, MAIIMeHTKN BBITTMCAHBI TTO HAOITI0-
JICHUE JIETCKOTO KapIMoJiora ¢ PeKOMEHIAIIMSIMU: TIPUEM aHaNpuiInHa 6,5 Mr 4 pasa B JeHb, [TperapaTtoB Mar-
Hus 1o 1 Tabietke 3 pasa B JeHb MOXW3HEHHO. [lallMeHTKN AMHAMUYecKu HaOMI0Nalich B TeUSHUE TOJa.
V crapineii cectpsl, 12 net, yepe3 4 u 9 mec mocie onepanuu 3adUKCUPOBAHO cpabaThIBaHUE KapAaroBepTepa-
nebrOpIIISITOpa TI0 TIOBOY KeJTyIOUYKOBO Taxukapauu. [IpuBeneHbl akTyaabHbIe JTaHHbBIE STTUAEMUOIOTUH,
STUOJIOTUH, TIATOTeHe3a 3a00JIeBaHMUsI, a TAKXKe 00CyXIeHre, OCHOBAHHOE Ha MAaHHBIX PEKOMEHIAIINN U KPYTI-
HBIX JINTEPATYPHBIX aHATU30B.
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We presents a clinical case of girls 12 and 9 years old with long Q—T syndrome. Based on the data of the anamne-
sis, sudden death of a relative at the age of 40, sudden death of a younger brother at the age of 7, closely related
parents marriage, laboratory and instrumental examinations, objective examination, as well as congenital deaf-
mutism in girls, a rare hereditary Jervell and Lange-Nielsen syndrome has been identified. Both girls took
anaprilin, while in the older patient, during therapy, syncope attacks associated with physical and emotional stress
were noted. Based on clinical recommendations, as well as data from major studies, it was decided to implant
a cardioverter defibrillator on both girls. The postoperative period was uneventful, patients were discharged under
the supervision of a pediatric cardiologist with recommendations: taking anaprilin 6.5 mg 4 times a day, magne-
sium preparations 1 tablet 3 times a day for life. Patients were dynamically observed throughout the year. The elder
sister, 12 years old, 4 and 9 months after the operation, triggered a cardioverter-defibrillator due to ventricular
tachycardia. Actual data of epidemiology, etiology, pathogenesis of the disease, as well as a discussion based on

these recommendations and major literature analyzes are presented.
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BBenenue

CuHapoMm ymiuHeHHoro uHtepBana Q—T
(Long Q—T syndrome — LQTS) — Hacneact-
BEHHOE 3a00JIeBaHUE, XapaKTePU3YIOLIeeCs I1a-
TOJIOTUYECKU YIJIUHEHHBIM MHTepBajioM Q—T
BO BpeMst 1okKost (Gojiee 460 MC y KEHILIUH
u 6oiee 440 MC y My>KUMH), BO3MOXHBIMU CUH-
KOITaJIbHBIMM COCTOSTHUSIMU M BBICOKHM PHC-
KOM BHE3aITHOM CEepACYHON CMEPTU BCIIEACT-
BHME DPa3BUTHUSI MOJUMOPGHON XKeIyI0uKOBOi
TaxMKapauu TUIa mupyaT (torsades de pointes).

B 1957 1. A. Jervell m F. Lange-Nielsen mep-
BBIMU TIPEICTABWIM KIMHUYECKUN CIydait

LQTS y yeTblpex 4JeHOB OOHOI CEMbU, MPU
5TOM OHHM CTpajajli BPOKICHHOM TIyXOTOM,
YaCTHIMU ITOTEPSIMU CO3HAHUST Y UMEJIU YIJIH-
HeHue MHTepBaa Q—T Ha 37eKTpoKapauo-
rpamme (DKT) [1]. BocaencTBum He3aBUCH-
Mo apyr ot apyra C. Romano B 1963 r.
u O. Ward B 1964 1. onucanu nogoGHyo0 K-
HUYECKYIO KapTUHY y AeTeil: yIJIMHeHUe WH-
tepBaja Q—T Ha OKI B couetaHUU ¢ CUHKO-
e ¥ BHE3arHOoM cepAeuyHOol cMepThio 0e3 Ha-
pYILIeHU# ciayxa u peuu |2, 3].

YacTtoTa BCTpeuaeMOCTH HacCJeACTBEHHO-
ro cuHapoMa ymauHeHHoro Q—T cocraBisieT
1-2:10000. Ilpu sToM cunapoMm PomaHO—
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Yopna, umeronuii ayTocCOMHO-IOMMHAHTHBII
TUIT HACJIEIOBaHMSI, BBISIBISETCSI C YaCTOTOM
1:5000—7000 [4], a cunapoM JIxxepBeia—
Jlanre- HunbceHa, Hacienyomuincs ayTocom-
HO-pELIeCCUBHO, Topas3ao pexe — 1,6 Ha 1 MIIH
HacesieHUs [5]. CTOUT OTMETUTD, UYTO Yy JIeTei
C BPOXIEHHOW TJYXOTOU HNAaHHBIA CUHIAPOM
BeIsIBIsIeTCs B 0,8% ciydaes [6].

ITpuBoaM KJIMHUYECKUN ClIydail CMUHAPO-
ma JIxxepBena—Jlanre-HunbceHa y IByX je-
Bouek 12 1 9 jieT, TaKTUKY BeIeHWS U JIEYSHU S
JMaHHbBIX MALlMEHTOK.

Onucanue coayvyas

JIBe mallMeHTKU, OeBouku 12 m 9 ner,
noctymuan B GUCCX um. C.I. CyxaHosa
C CUHIPOMOM yIIMHeHHOTro nHTepBana Q—T.

IManueHTtka A., 12 net. Pe6eHOK OT nepBoit
OepeMEeHHOCTH, MaTh Ha ydyeTe HE COCTOosIa,
He oOcienoBaHa. Poabl mepBbie, CPOYHBIE.
Macca tena ipu poxxaeaun 3000 1, pocT 49 cMm.
BniepBoie usmeHeHusi Ha OKI BbISBICHBI
B 4 roga — ymmmHeHHbI uHTepBana Q—T. Ilo-
Jydajia aHarpuianH B no3upoBKe 10 Mr 4 paza
B neHb. Ha oHe nmpueMa aHanpuirHa oTMe-
YaJarCh MPUCTYIbl CHHKOIIE, CBSI3aHHbIE C (hu-
3UYECKUMMU M TCUXOOMOLMOHAJbHBIMU Ha-
rpy3kaMu. CTOUT OTMETUTh, UYTO CIIELIMATUCThI
He CBSI3bIBAIM JAHHBIE MPUCTYIIBI C YIJIMHEH-
HbIM MHTepBajioM Q—T ¥ MpUUMHOI CUHKOIIE
CUMTaIM anuiencuto. Beaeactsue sToro ne-
BOUKa HabJjroganach y HeBpoJjora U rnojyya-
Jla CUMIITOMAaTUYECKYIO Tepamnuio (JIemakuH).
C poxneHus HaOIogaeTCs Cypa0JIOrOM T10 IO-
BOJIy HEMPOCEHCOPHOI TYTOyXOCTH. YCTaHOB-
JIEH KOXJIeapHbIi UMIUIAHTAT B 5 JIET.

ITanuentka b., 9 j1eT. PebeHOK OT BTOpOi
OEpEeMEeHHOCTH, POIbl MpeXaAeBPEMEHHbIE Ha
cpoke 33—34 Henenu. Macca Tena mpu poxiae-
Huu 2150 1, pocT 44 cM. BriepBbie n3MeHeHUsT
Ha OKI B Buzme ymmmaenHoro unrepsaia Q—T
BbIsIBJIEHBI B 2 rona. Ilonyyana aHanpuidH
B I03UPOBKeE 6,5 Mr 4 pa3za B neHb. Kak u crap-
1asi cecTpa, C POXAEHUS CTpagaeT TIIyxo-
Toii. B 2 roma Oblia mpoBedaeHa KoxjeapHast
UMIUIaHTalus. B oTainyue oT cTapiieil cect-
pbI, MauMeHTKa b. He MCIBIThIBAA MPUCTY-
ITOB CUHKOITE.

84

O0e neBOYKU OT OJU3KOPOACTBEHHOTO
Opaka — poauTes N SIBISIOTCS TBOIOPOIHBIMU
OpatoM u cecTpoil. TpeTtuii peGeHOK, Miaa-
Ui OpaT MauMEeHTOK, TakxKe Habsomancs
C CUHIPOMOM YIJIMHEHHOTO mHTepBajga Q—T
M BPOXICHHOM ITyxoToii. CKOHYAJICS 110 TIpH-
Yy HEe BHE3aITHO cepIeYHOll CMEepTH B BO3pac-
Te 7 neT, 3a 3 Mec OO0 MOCTYIIEHUs AeBOYEK
B KJIMHUKY. B ceMeiiHOM aHamMHe3e — TakKXe
BHe3aIHas ceplevyHasi CMepPTh POICTBEHHUKA
B Bo3pacTe 40 jeT.

Oobcaedosanus

IManuenrtka A., 12 jnet. Macca tena 29 Kr,
poct 143 cm. OOBEKTUBHO: OOlllee COCTOSI-
HUE yIOBJIETBOPUTEIbHOE, CTa0uIbHOE. TOHBI
cepAla pUTMUYHBIE, IIIyMOB HE BBICIYIINBA-
etcs. YacTora cepaeanbix cokparieHuit (YCC)
82 yn/mMuH, aprepuanbHoe maBimeHme (A]l)
110/67 MM pT. cT. OGIIMIA aHAIU3 KPOBU, 00-
Wil aHAJIM3 MOYM, OMOXUMUYECKUIA aHAIu3
KpPOBU — 0€3 MaTOJOTUM.

Brimonnena OKI: cuHycoBbIl pUTM ¢ Yac-
ToTtoil 72—80 B MUHYTY. YIJIMHEHE NHTEepBa-
ga Q-T. ®akrtnueckuit Q—T 490 mc. bwin
paccuuTaH KOPPUTMPOBAHHBIN B COOTBETCT-
Buu ¢ YCC unrepsan Q—Tc o ¢popmyne ba-
3erTa. [Tokazarens Q—Tc coctaBun 490—510 mc
(Hopma 360—440 mc) (puc. 1).

BreimmonmHeHa sxokapanorpadus (DxoKI):
yBeJIMUEeHO JieBoe npeacepane (26 x 33 x 30 Mm).
Knanansl nHTaKTHBL. DYHKIIMS JI€BOTO XETy-
nmouka coxpaHeHa. dpaxums BeiOpoca 72%.
Ileperoponku coctositeNbHBI. [Ipu3HaKoB Jie-
royHoii runepreH3un HeT (P cp. 10 MM pT. CT.).
KpoBoToK B OpIOLIHOM OTAEJE a0PThl Maruc-
TpanbHbIH, 0,8 M/c.

IManuentka b., 9 net. Macca tena 29 Kr,
poct 134 cm. OOBEKTUBHO: OOlllee COCTOSI-
HUE yIOBJIETBOPUTEIbHOE, CTa0uIbHOE. TOHBI
cepAua pUTMUYHBIE, IIIYMOB HE BBICIYLINBA-
ercsa. YCC 88 yn/mun, A/l 115/70 MM pT. CT.
OO11uii aHaIU3 KPOBU, OOIIMI aHAIU3 MOYH,
OMOXMMMYECKUI aHalu3 KpoBU — 0e3 Ia-
TOJIOTUU.

Boinmonnena OKI: cuHYCOBBIN pUTM € Yac-
ToToit 73—85 B MUHYTY. YIJUHEHUE WHTEp-
Bama Q—T. @aktnueckuit Q—T 490 mc. bein
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paccyuTaH KOPPUTHMPOBAHHBLI B COOTBETCT-
Buu ¢ YCC unrepsan Q—Tc no ¢popmyne ba-
3etTa. [Tokazarens Q—Tc coctaBun 490—530 mc
(nopma 360—440 mc) (puc. 2).

Brinmonnena 3OxoKI: punarauusi oboux
npencepaunii. Pasmepnl JeBOTO TIpeacepaust
25x30x38 MM, pazMepbl IPaBOro MpeAacepanst
30x35 mMm. KnamaHbl MHTaKTHBI. TpuKycHu-
nanbHas peryprutaums [—I1 crenenu. MyHK-
LM JIEBOTO Xellymodyka coxpaHeHa. Mpaxiys
BoIOpoca 69%. Ileperopoaku coCTOSITEb-
HbI. [1pM3HaKOB JIETOYHON THUIIEPTEH3UHN HET
(P cp. 10 MM pT. CcT.).

Puc. 2. Daexrpokapano-
rpaMma nauudeHTku b.

2 mmscex

8.85-35r. | Fse

>

el A?M
57‘ g»fv /fﬁ/ bl |

KiuHudeckue ciyyan

Puc. 1. Daexrpokapano-
Ir'paMMa IanueHTKN A.

JInarnocTHyecKue KpUTepuu

Js ycTaHOBJEHUsI AUarHo3a CUHApoMa
yaauHeHHoro nHTepBaia Q—T Oblia ncnoib-
30BaHa MOAM(pULIMPOBaHHAas 11Kajda Schwartz
(tabn. 1). JanHas mkajia ObLia MpeaaoxeHa
PJ. Schwartz et al. B 1985 r., Kputepuu ObLIU
uM nponojgHeHsl B 1993 . [7, §]. B 2011 &
B KpuTepuu Schwartz ObLT BKJIIOUEH pe3yJbTaT
TecTa ¢ (PU3NYECKOM HArpy3KOit, MpeaioKeH-
Hblii R.W. Sy et al. [9]. B cBoeM uccnenoBaHum
R.W. Sy et al. nokazaiu, 4To aJIrTOPUTM XOPOILIO
paboTaeTr ¢ IpennojiaraeMbIMU IPOOaHIAMH,
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Tabanya 1
MoauuundupoaHHas wkana Schwartz [8, 9]
Kputepui Bann

Q-Tc

> 480 mc 3

460-479 mc 2

450-459 mMc (y MyX4MH) 1
Q-Tc Ha 4-n MMHYTE BOCCTAHOBUTENIbHOIO Nepuoaa nocse Harpyskm = 480 mc 1
Torsade de pointes 2
AnbTepHauus 3y6ua T 1
[ByxdaszHbii 3ybeL, T B TPEX OTBEAEHUSAX 1
Hunakas YCC ana paHHOro Bo3pacTta (Huxe 3-ro nepugHTuns
ONs JaHHOro Bo3pacTa) 0,5
CuviHkone

NPOBOLMPYEMbIE CTPECCOM 2

6e3 cTpecca 1
BpoxaeHHas rnyxoTta 0,5
YneHbl ceMbM C AMarHOCTMpoBaHHbIM LQTS 1
HeoxunpaHHasa BHe3anHas cMepTb A0 30 neT y poACTBEHHMKOB NEePBO CTENEHN 0,5

Yy KOTOpPBIX BITOCJIEACTBUU OBIIM BBISIBICHBI
myTaunu B reHax KCNQ1 mmun KCNH2 [10].
Ha cerogHsmHuil [eHp faHHAas 1Kaaa sSBJs-
eTcsl Jydyiuei /s Bpaueil. MakcuMalbHBIN
O6aut — 9, 6ann Bble 3 yKa3biBaeT Ha BBICO-
Ky10o BepossTHocTh LQTS.

[TaiueHnTka A. Habpasna 7 OajioB, 0OJb-
Hast b. — 5 6aynos.

Ha ocHoBaHMM HaHHBIX aHAMHE3a, a UMEH-
HO BHE3aITHOI cCMepTH MJajlliero Opara B BO3-
pacte 7 JieT, BHe3alTHOU CMEePTH POJICTBEHHU-
Ka B Bospacte 40 yneT, OJU3KOPOJACTBEHHOTO
Opaka, JaHHBIX JJAOOPATOPHBIX U MHCTPYMEH-
TaJIbHBbIX 00CaeA0oBaHUI (YIJIMHEHWE WUHTEpP-
Bania Q—T no ganHbIM DKI'y 06eux geBoueK),
00BEKTUBHOIO 00C/IeI0BaHMSI, a TaKXKe JaH-
HBIX TUArHOCTUYECKOW MOIMMULIMPOBAHHOM
LIKOJIbI Schwartz ObUT YCTAHOBJIEH BPOKICH-
HBIN CUHAPOM ymauHeHHoro Q—T.

YuuTbiBasi CJI0XKHOE COLIMATIbHOE MOJI0XKe-
HUE (CeMbs SIBJSIETCS MAJIOUMYILIEii), pOaUTe-
JIU HE UMEJIM BOBMOXHOCTH BbIITOJHUTh TeHE-
TUYECKOe uccaeaoBaHue nauueHTok. OnHako,
YUUTBIBasE YEeTKYI0 (DEHOTUITMUECKYIO KapTh-
HY, a UMEHHO BPOXICHHYIO HEMPOCEHCOPHYIO
LIIYXOTY Y 00enX AeBOYEK B COYCTAHNH C Y-
HeHHbIM uHTepBasioM Q—T, ObLI MocTaBiieH

86

JIUATHO3. PEAKUI HACJIEACTBEHHBIN CUHIPOM
Hxepsenna—Jlanre-HunbceHa.

JunarHo3 mauueHTKU A., OCHOBHOM: CUH]I-
poMm ymiruHeHHoro nHtepBaia Q—T (cuHapom
HxepBenna—Jlanre-HunbceHna); comyTcTBy-
IOIIMIA: HeApOCEHCOPHAs TYToyXocTh. OCIoX-
HEeHME: TapOKCU3MaIbHas KeTyI0uKoBas Ta-
xukapaus. CUHKoOTIe.

Jwvarxo3 mauueHTku b., ocHOBHO: cuHI-
poMm ymiruHeHHoro nHTepBaia Q—T (cuHapom
HxepBenna—Jlanre-HunbceHna); comyTcTBy-
IOLLUIA: HEUPOCEHCOPHAS TYTOYXOCTh.

st onipenesieHust 0ObeMOB JieueHUs1 o0e-
MM TalMeHTKaM Obllla BBITIOJIHEHA CTpaTUudU-
Kaluys pucKa IO IIKaje, IpeacTaBIeHHOMN
B paborax J.R. Giudicessi et al. [Tpou3BoauTt-
s OLICHKA BHE3aITHOI CepIeYHOM CMEPTU WIIK
OCTaHOBKU KPOBOOOpAIEHUSI B BO3pacTe 10
40 et [11, 12]. [TarmeHTsI ¢ cuHApOMOM JIxkep-
Besta—Jlanre- HuibceHa OTHOCSTCSI K KOTOp-
Te MaIlMeHTOB YPE3BhIUafHO BHICOKOTO pHCKa
(puck darambpHOTO cOOBITHS O0Jee 80%).

[ManmenTka A. nMena MPUCTYIIBI CUHKOIIS
Ha (poHe mpuema OGerta-O1okaropoB. Corjac-
HO pekoMeHauusiMm EBponeiickoro ooiect-
Ba kapmmosioroB 2015 . (European Society
of Cardiology), MITTaHTaIINsI KaparoBepTepa-
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nepudpwisgtopa (KBJI) B coueTaHuu ¢ 6eta-
OJioKaTOpaMu JOJIKHA pacCMaTpUBaThCs y Ta-
LIMEHTOB C YCTAHOBJICHHBIM TMAarHO30M CUH]I-
poM ymirMHeHHoro nHTepBaia Q—T, umeronux
CHHKOIIE 1/WJIN KEJIyI0YKOBYIO TaXUKaPIUIO
Ha (poHe aJeKkBaTHBIX 103 OeTa-0JI0KaTOPOB
(kmacc pexkomeHnanuii Ila, ypoBeHb mocCTO-
BepHocTH B) [13]. B Poccuiickux pekomeHaa-
LIUSIX TI0 JICYSHUIO MALIMEHTOB C YIJIMHEHHBIM
nHtepBasioM Q—T 2016 1. moBTOpPSsIETCS MOJIO-
XeHue eBporeiickux Koyuier [14]. I[TauueHTKe
A. pexomeHgoBaHa umruiantauust KBJI.

VY nanueHTku b. He ObLIO MPUCTYIOB CUH-
Kore Ha (poHe rpuema aHarpuinHa, OHAKO,
YUUTHIBasl CeMeiHbIN aHaMHe3, miauHy Q—T
530 Mc, CMHKOIME y CTapllieii cecTpbl M BHE3arl-
HYIO CepIeYHYyI0 CMepThb y MJaillero opara,
a TaKKe OYeHb BBICOKMI PUCK (paTadbHBIX OC-
JIO)KHEHUI, COBMECTHO C POAUTEISIMU ObLIO
MNPUHSATO pelieHre 00 umrianTauuu KB pis
NpodUIaKTUKI BHE3AITHON CepAeUuHON CMEPTH.

OHepaTI/IBHOC BMEIIATECJILCTBO

YuutbeiBasi BO3pacT MallMEHTOK W MajeHb-
K1e TUaMeTphl IMOIKIIOUMYHBIX BEH 110 daH-
HBIM YJIBTPa3ByKOBOTO MCCJICIOBAaHUS, OBLI
BBIOpaH 0oJiee (hU3UOJIOTUUHBIN CITOCO0 ycTa-
HOBKH 3JIEKTPOJIOB — SMUKApAUAIbHBIN. JlaH-
HBII BUJ BMEIIaTeIbCTBA TTO3BOJIUT ITOCIE 10-
CTVXKEHMST TIAlIMeHTKaMU CTapIero Bo3pacTa
1 YBEIMICHUS TMaMeTpa TMOIKIIOUYNIHBIX BeH
IIpY HEOOXOAMMOCTH TIEPEYCTAHOBUTD 3JICKT-
POIBI B 3HIOKAPIUAIBHYIO IIO3UIINI0. DITUKAP-
JIUAIbHBIN CITOCO0 YCTAaHOBKU 3JIEKTPOIOB TaK-
’K€ aCcCOLIMUPOBAH C MEHBIIUM PHCKOM BO3-
HUKHOBEHMSI MHOEKIIMOHHBIX OCJIOXHEHUI
B CPaBHEHMU C SHIOKapAUaIbHOM JTOKaIIUEe.

O06euM JeBOYKAM B OAWH JE€Hb ObLIU BbI-
IOJIHEHBl MIOECHTUYHBIC oIllepanuu. JdocTyn
OCYIIECTBIISUICS Yepe3 HEeMOJHYI0 HUXHIO
crepHoTomuio. [lociie mepukapauoOTOMUMN ObI-
JIA TIOAIINTHI 3JIEKTPOIBI SJIEKTPOKAPIUOCTH -
myasaTopa (BDKC) xk mpaBomy Mpeacepauio,
110KOBBIN aekTpoa FD-1 noaiur Kk mpaBomy
JKETYIOUKY OIKe K MEXSKEIyITOYKOBOM 00-
po3ne C MOorpy:KeHueM B MpaBblil KeayaoueKk
C TIOMOIIIBIO TYTUIMKATypHOTO 111Ba. B meBom
rmoapedepbe MeXAy MBI chOPMUPOBAHO
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Joxe, B Hero noMelieH KB/I. Dnektpoasl us
MOJIOCTU TIepuKapaa TMPOBEAEHBI 10 JIoXa,
koHHek1us ¢ KB/l (Medtronic Protecta DR
D364DRG), TecT-crucTeMbl — paboOTaeT CTaH-
IapTHO. BBIIIONIHEHO IOCIOHOE YIIMBaHUE
nocJjeonepaloHHbIX paH (puc. 3).

ITocneonepaunoHHblii nepuos

O06e neBOYKM TIepeBelCHBl B MayaTy pea-
HUMaUMU Ha (pOHE SICHOTO CO3HAHMS, IKCTY-
OupoBaHbI B 3TOT Xe neHb. [locieornepaiioH-
HBII TIeprof TIPOTeKal YIOBIECTBOPUTEIIHHO.
st KonTpoJst paboTsl MK ObL10 BBITIONHE-
HO cyTouHOe MoHuTopupoBaHue DKI.

[ManmnenTka A.: TipeacepaHast CTUMYJISLIAS
80—100 yn/muH. KopoTkue anm30abl CUHYCO-
Boro put™Ma ¢ YCC 101-104 yo/MuH. ATpuro-
BEHTPUKYJIsIpHast 3aaepxka 160—180 mc. Vi-
JuHeHue uHtepBasia Q—T mo 590 mc. Penkas
M30JIMPOBaHHAs XKeJTyI0YKOBast 9KCTPACHUCTO-
nus (4 3a 3anuch). EAMHUYHBIE CTUMYIUPO-
BaHHBIE XKEIyIOYKOBbIE KOMILIEKCH. Makc.
RR — 856 mc.

IMTanmenTka b.: mpencepaHas CTUMYJISIIINS
80—100 ym/muH. CHIKEH HUPKATHBIA WH-
nexc. YnnuHeHue untepsana Q—T (Koppuru-
poBauHbIT Q—Tc 600-602 mc). 3aperucTpn-
poBaHbl craiitku OKC Ha HucxomdieM Ko-
JeHe 3youa T mpeabinyiiero KoMrekca, 4ro
CUMTAETCSI TIPOSIBJICHUEM aBTOMATUYECKOTO

Puc. 3. Umnnantanusa KBJI B n1eBoe moapedepbe
yepe3 CTEPHOTOMUIO
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aJropuTMa TecTupoBaHUsl napameTpoB DKC,
KOPPEKTUPOBKU HE TpeOyeT. DKTOMUYECKUX
HapylIeHW puTMa He 3aperucTprUpPOBaHO.

[TarmeHTK OBLIM BBITMCAHBI B YIOBJIE-
TBOPUTEIHLHOM COCTOSTHUU C PEKOMEHIAIIMSI-
MU: MOKU3HEHHBIH TPUEM aHAMIPUIMHA 6,5 MT
4 pasza B AeHb, nperapaTbl Maruus 1o 470 mr
3 pa3a B JcHb.

KonTtpoab B iuHaMHKe

O06e MaLMEeHTKH IMOCTYIIVIIN Yepe3 3 Mec ISt
IJIAHOBOTO OCMOTpA: XKaj100 He MPeIbSIBIISIOT.
ITpoBeneHo tectrupoBaHue KB — pabouue
IapaMeTphl B HopMe. PeKkoMeHI0BaH KOHTPOJIb-
HBII OCMOTD Yepe3 6 Mec MOCIIe OIepaliu.

IMaumenTtka B., 9 neT, yepes 6 Mec xkaao0 He
npenbsasisiia. [Ipu cienyrolieM ocMoTpe 4de-
pe3 12 Mec mocsie ornepainyu Xauao0 Takxke He
npeabsiBisiia, cpadbatbiBaHuii KB/ He otmeya-
JIa, TIPY TeCTUPOBAHUU — ITapaMeTPhl B HOpME.

IMamuenTtka A., 12 ner (crapiuast cecTpa),
MoCTymnuia yepe3 4 Mec mocJjie orepaluu ¢ xKa-
JJobaMM Ha CMHKOIIE 1 cpabaThIBAaHUE KapauoO-
BepTepa-aedudbpuisitopa. Ilpu Tectupona-
HUU YCTPOICTBAa — cpabaThIBaHUE I10 TIOBOIY
JKeJTyIOYKoBO# Taxukapauu. C aHaJIOTMIHBI-
MM Kajg00aMM IOBTOPHO OOpaTujach 4depe3
9 Mec — TakxKe T10 MOBOAY KeJIyI0UKOBOI1 Ta-
xukapauu. [Ipy yTouHeHUM aHaMHe3a oKa3a-
JIOCh, YTO POJIUTEIN HE KOMIUTAEHTHBI K Tepa-
MUY aHATIpUIUMHOM. [1o3aToMy OBLIO TIPUHSITO
peleHNe MepeBeCTH MallMeHTOK C 4-pa30BOTo
IpreMa aHalpwiIrMHA Ha 1-pa3oBbId IIpUeM
bucornpoJiona B no3e 1,25 mr. PekomeHagoBaH
JTUHAMUYECKUIN KOHTPOJIb.

O0cyxnenue

Ha ceromnsimHuii neHb CUHAPOM YIJIU-
HeHHoro uHrtepBaia Q—T Bkioyaer B cebs
IPYTITY COCTOSIHUIA, O KIMHUYECKUM U dJIeK-
TPOU3UOIOTMYECKUM TIPOSIBIICHUSIM 00yC-
JIOBJIMBAIOIIYI0 BBICOKMI PUCK KHU3HE-
yrpoxatomux aputmuii [15—17]. CyiectByer
HECKOJIbKO OCHOBHBIX THUIIOTE3 IMaToreHesa
cuHJpoMa yaJiMmHeHHoro uHtepBaia Q—T. Ox-
Ha U3 HUX — TUITOTE3a CUMMNATUYECKOTO JAUC-
OajaHca — MpearnoJjiaraeT HapylleHue Ipa-
BOCTOPOHHEI CHUMIIaTMYECKOW WMHHEpBalUU
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cepaua. B pesynbrate hopmupyercs acumme-
TpUSl MHHEpPBALIMU C MpeodjagaHueM JIeBO-
CTOPOHHUX CUMIIAaTUYECKUX BIUSTHUI. CBSI3b
5TOr0 HapyIIeHUs C YIUIMHEHUEM WHTepBaia
Q-T na OKI Obl1a yoeauTenabHO AOKa3aHa
B OKCIIEPUMEHTAX C YAaJIeHUEeM MPaBOCTOPOH-
HUX CUMIIaTUYECKUX raHriuMeB. B HacTosiee
BpeMsI JIEBOCTOPOHHSISI cepleyHasi CUMIaTHu-
yeckas IeHepBalis JOJKHA OBITh pacCMOTpe-
Ha JUISI CUMIITOMaTUYECKMUX TMAllUeHTOB C YC-
TaHOBJIEHHbIM auarHo3oM LQTS, y KoTopbIx:
a) MK]I-tepanust mpoTuBONoOKa3aHa WU OT-
KJIOHeHa; 0) OeTa-0J0KaTOpbl HEAOCTATOUHO
3 dEeKTUBHB B MpPEeAOTBPallleHUU CHUHKO-
1e/apuTMHUM, HE MOTYT OBITh MCITOJb30BaHbI
WJIX TTPOTUMBOMNOKA3aHbl; B) MallMEHThbl HA Te-
panuu 6eTa-6J10KaTopaMu ¢ UMILIAHTUPOBAH-
HbiM MK]I mpoaoskaroT UCIIBITBIBATE MOTH-
BUPOBaHHbIE CpabaThIBaHUS (KJIaCC pEeKOMEH-
nauuii Ila, yposens nocroBepHoctu C) [13].

K pazButnio ynnmmuaeHHoro nHtepsBaia Q—T
MPUBOAUT MATOJOTMSI MOHHBIX KaHaJloB [18].
MyTauuu B reHax, OTBETCTBEHHBIX 32 pa3BU-
THE CUHIpOMa yaJIMHEeHHOro uHtepBaia Q—T,
MPUBOIST K HApYILIEHUIO CUHTEe3a OeJKOB, OT-
Bevamlux 3a (PYHKIMOHUPOBAHME MOHHBIX
KaHaJIoB (KaJIMEBOTO UJIM HATPUEBOIO) U YBe-
JIMYEHUIO MPOMOIKUTEIbHOCTU MOTEHIMAIA
JNEUCTBUSI B KapAUOMMOLIUTE W MOSIBICHMIO
NOJMMOP(MHON KeJyTOoYKOBOM TaxuKapauu
tima nupyaT (torsades de pointes). OCHOBHOI
MPUYMHON PA3ZBUTUS TTAPOKCU3MAIBLHOU XKe-
JIyTOYKOBOM TaXUKapIUU SIBJISIETCS HETOMO-
T€HHOCTb PENoJsipu3alui MUOKapaa, MpuBo-
nsas Ha (QoHe YIJIMHEHUST ITIepro1a OTHOCH -
TeJbHOI pedpakTEpHOCTU K BOSHUKHOBEHMIO
MO3AHUX XKEJIYTOYKOBBIX IMOTEHLIUATIOB, Ke-
JIyIOYKOBBIX 3KCTPACUCTOJ Y MEXaHU3Ma pU-
eHTpu [19, 20]. Yaie Bcero K 3aIlycKy apuT-
MWW TPUBOIMUT TaK HasbiBaeMmas short-long-
short-nmociienoBaTeIbHOCTb, WJIM (eHOMEH
Kackajga [21]. B ee ocHOBe JIeXXUT yepeaoBa-
HUE CYMpPaBEeHTPUKYJISIPHOI 3KCTPACUCTOJBI,
MOCTAKCTPACUCTOIMYECKON May3bl U Key-
JIOYKOBOM 3KCTPACUCTOJIBI, 3aIyCKarolIeh Ta-
XUKapAMIO TUIIA TUPYIT [5].

ITo sTHOJIOTMU BBIAEASIOT BPOXIEHHBIE
U MpUoOpeTeHHbIE (hOPMbI YIJIMHEHHOTO UH-
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tepBasia Q—T. BpoxxaeHHast (popma o0ycioB-
JIeHa TeHHBIMM MyTalsMu. Ha cerogHsiHuii
JIEHb BbIJIEJIEHO 15 reHOB, MyTallM1 B KOTOPBIX
npuBoasT K pazButuio LQTS (tabi. 2).

ITepsriii reHoTun cuHapoma (LQT1) — ca-
MBIl pacIpoCTpaHeHHBbII, BCTpeyaeTcs: bojiee
yeM B 50% Bcex BapuaHTOB U B 90% ciydaes
00yCIOBIMBAET pa3BuUTHE cUHApoMma JIxxep-
Besuia—Jlanre-HuibceHa, B To BpeMs Kak oc-
taBiecs 10% cBsi3aHbI ¢ MATHIM TEHOTUIIOM
(LQTS) [22]. IIpu 3THX TeHOTUIIAX TTPOUCXO-
IUT MyTallMU B TeHaX, OTBETCTBEHHBIX 32 CUH-
te3 6enkoB KVLQT1 u MinK. Bzaumoneii-
CTByd MeXIy cOO0OWi, JaHHble Oeaku obec-
MeYnBaOT (PYHKIMOHUPOBAHUE MEIJICHHOTO
KajMeBoro KaHajaa. Takum o6pa3om, Mpu CUH-
npome JIxepsenna—Jlanre- Hunbcena npouc-
XOAUT MHIMOMpPOBAaHME BbIXOAA Kalusl U3
KJIETKM, TEM CaMbIM YBEJIWYMBAETCSl MOTEH-
a1 ICVCTBUS.

YuuTbiBasi HEAOCTYITHOCTb B OOJIBLIMHCTBE
CTpaH TE€HOTUIIMPOBAHUSI, OCHOBHBIM Me-
togoMm auarHoctuku LQTS gpasierca DKI.
Pacuer koppurupoBaHHoro mHtepBaga Q—Tc
MPOUCXOAUT 1o popmysie bazzera. YuinHeHue
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uHTepBana 6osee 460 MC MO3BOJISIET C OOJIb-
1I0M BepOSITHOCTHIO TroBoputh o LQTS.
B 1985 . P.J. Schwartz nipe o1 IpuMeHsITh
OoJsiblIME€ W MaJsible TMAarHOCTUYECKUE KpUTe-
puu [7]. K GoabLIMM KpUTEPUSIM OTHECEHHBI:
YIJIMHEHWE KOPPUTMPOBAHHOTO WHTEpBasa
Q—Tc 6onee 440 mc Ha DKI mokos, cuHKoIIE,
ciyyau BeIsIBIeHUS yaanHeHus Q—T B cembe.
Cpenu MajbIX KpUTEpUeB — BPOXKICHHAS TITy-
XOTa, ajpTepHalus 3youa T, Hu3Kas yactora
CepACYHBbIX COKpAIlCHUIA M HapylleHUE Mpo-
lecca penoJisipM3aliMd MUoOKapaa Keayaou-
koB. LQTS auarHocTupyeTcs Mnpu Haauduu
JIBYX OOJBIINX MJIM OJHOI'O OOJILIIOTO U ABYX
MaJIbIX KpuTepueB. Kpurepum ObUIM JOIOJI-
HeHbl PJ. Schwartz B 1993 r. [8]. B ycraHoBJte-
Huu cuHapoma JIxepsena—J/lanre-HunbceHna
MIOMOTaeT YETKUM CEMEMUHBIN U KIIMHUYECKUIA
aHaMHe3, BKJIIoYasl BPOXKACHHYIO HEMpOCeH-
COPHYIO TJIyXOTY.

B 2006 r. Gbuta omyOIMKOBaHa KpYITHAsI
pa6ora PJ. Schwartz et. al., B KoTopoii ObL1
MpOBeleH KPYIHbIA aHanmu3 186 MmalueHTOB
¢ cunapomom JIxepsemna—Jlanre- Hunbcena
[25]. JaHHbIe O MaLMEHTaX ObUIM MOJYyYEeHbI

Tabnunya 2
MonekynsipHO-reHeTu4eckme BapmaHTbl CUHAPOMA YAJIMHEHHOr O
uHtepBana Q-T [22-24]

KCNQ1 KVLQT1 MenaneHHbI Kanmesbl IKs | LQT1 >50
KCNH2 HERG BbICTPbLIN KaneBbIit IKr | LQT2 35-40
SCN5A Nav1.5 MoTeHuman3aBNCUMBbIN

HaTpueBbIN INa 1 LQT3 10|15
ANKB Ankyrin-B Benok apantep INa, K | LQT4 <1
KCNE1 MinK MenaneHHbIn Kanmesbl IKs | LQT5 <5
KCNE2 MiRP1 BbICTPbIN KaneBbIit IKr | LQT6 <5
KCNJ2 Kir2.1 Bxoosawun kannesbin IK1 | LQT7 <1
CACNA1C | Cav1.2 KanbumeBbli ICaL ! LQT8 <1
CAV3 Caveoline 3 - INa 1 LQT9 <1
SCN4B Nav4 HaTpueBebiii INa LQT10 <1
AKAP9 - MenaneHHbI KanueBsbl IKs | LQT11 <1
STNA1 - [MoTeHuman3sasncuUMbIn

HaTpueBbIN INa 1 LQT12 <1
KCNJ5 GIRK-4 - IKr | LQT13 <1
CALM1 KanemooynuH - - LQT14 <1
CALM2 KanbmoaynuH - - LQT15 <1
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13 ONyOJMKOBAaHHBIX B JIMTEpaType cTaTeii
(31%) u ot oTHenbHBIX Bpaueii (69%). JlaHHbIe
CTAaTUCTUKKM OKa3aJIMCh BIEUATISIONIUMU.
CpenHee BpeMsT HAOJIIONEHUS 3a MAallMeHTaMU
13 ner (MUHMMabHOE — 6 JIeT, MaKCMMaJlb-
Hoe — 23 roga). OmacHble [J1s1 XKU3HU COOBI-
THSI, a UMEHHO OCTaHOBKa Cepjlia WJIN BHE-
3aIHasi CMepTh Ipou3oULIn y 72%, W3 HUX
obu10 50 BHe3anHbIx cMepTeit (50%); cpenHumii
BO3PAacT Ha MOMEHT CMEPTH COCTaBUI 8,5 TO-
na. Ilomapisioniee OOJBITMHCTBO MALIMEHTOB
(86%) uMenn XU3HEYrpoXKalOLIMe Cepaey-
Hble coObITusl, U 50% yXe UMeau CUMIITOMBI
K 3 romam. MIx Q—Tc ObLT 3aMEeTHO yBeJIUUEH
(557 %65 mc). Cpent HEMHOTMX GECCUMITTOM -
HBIX TalMeHTOB (n=26) Tojabko 10 ObLIM
B Bo3pacte 15 net crapuie. Takum obpazom,
JIIIb 5% Bcell MOMYJISIIUK JOCTUTAIOT COBEP-
LIEHHOJIETUSI 0e3 MepeHEeCEeHHBIX CEepHeUHBIX
OCJIOKHEeHUI. 95% cepnedHbIX COOBITUIA CBSI-
3aHBI ¢ (PUBMYECKUMU YIPAKHEHUSIMU WU
SMOIIMOHAILHBIM cTpeccoM. CorjacHO peKo-
MEHIAIsIM, IIpreM OeTa-0JI0KaTOpOB SIBIISI-
eTcsl OCHOBHBIM MeTomoM JjeueHuss LQTS.
75% WMCHBITBIBAIN KaK MUHUMYM 1 cepaedHoe
coObITHE 0 Hayvaja Tepanuu, 25% K 3TOMy
BpeMEHHM He uMeln cuMnTomoB. I[lpu 3TOM
HCCJIeIOBaHME TTOKA3ajI0, YTO OeTa-010KaTOPhI
MMEIOT TOJBKO YacTUYHYIO 3(h(PEKTUBHOCTD;
b 49% ocraBaauch O€CCUMITOMHBIMUA BO
BpeMs1 Tepanuu, y 51% mnainueHToB oTMeua-
JINCh CepACUYHbIE COOBITUS HECMOTPS Ha Jieye-
Hue, y 27% — ocTaHOBKa Cep/lia WA BHe3all -
Hast cMepTh. Y 32 u3 92 (35%) mauueHTOB,
MPUHUMABIIUX 0eTa-00KaTOphl, ObLIM HC-
TOJIb30BaHbI JOIIOJTHUTEJIBHBIC METOIHI JIeUe-
HUSI, BKJIIOYAsl YCTAHOBKY KapAUOCTUMYJISITO-
pa (38%), ummiantaunio KB (41%), neso-
CTOPOHHIOIO CUMITATUYECKYIO JIEHEPBAILIUIO
cepaua (JICAC) — 50%. Y 56% w3 aTux namm-
€HTOB OBLIM PELIMANBEI CEPACUYHBIX COOBITHUI,
B TOM 4umcie 22% BHe3almHbIX cMepTeil. Peru-
JWBBI IIPOM30ILIN Y 8 13 11 mauueHToB ¢ Kap-
JUOCTUMYNISITOpaM#, v 9 m3 16 TmainueHToB
c JICAC ny 4 u3 13 mauuento ¢ KBJI.
OueHb orpaHnuyeHHas 3(pGeKTUBHOCTD Oe-
Ta-0JIOKATOPOB [JIsI IAaIlMEHTOB C CHUHAPO-
MoM JIxxepBesa—Jlanre- HuibceHa BbI3bIBa-
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€T TPEeBOTY M yKa3bIBaeT Ha HEOOXOAMMOCTb
0oJjiee arpecCMBHOI Tepanuu Mo KpaiHei Me-
pe y moaoBUHBI 13 HuX. CTpaTuduKkauus pu-
cKa, BKJIOYasi F€HOTUII, BO3PACT HA MOMEHT
MOCTAaHOBKM IMarHo3a, CUMIITOMATUKY, IJIu-
Hy nHTepBaga Q—T U MoJ MOXKEeT IMTOMOYb BbI-
SIBUThb MAlIMEHTOB C BHICOKMM PHUCKOM OIlac-
HbIX JJ1s 3ku3Hu coobituii. Hu JICIC, Hu yc-
TaHOBKA KapAWOCTUMYJISITOpa He 3allMIain
OT OMACHBIX ISl )KU3HU COOBITUI MALIMEHTOB
BBICOKOTO PMCKa, YTO MO3BOJISIET MPEAINON0-
XKUTh HeoOxommmocTh mMIntaHTauuu KBJI.
O.J1. bokepus, M.K. CanakoeB B cBoeil pa-
0oTe TakxXe cooOIIaloT O HEeOOXOIUMMOCTHU
uMmruiaHTauun KBJ[ y manueHTOB BBICOKO-
ro pucka ¢ cuHapomoM J[xxepsesmta—JlaHre-
HunbceHna, moroMy 4To NpuMeHeHuUe Oera-
0JIOKAaTOpPOB Y JAHHOM TPyMIlbl IMAlMEHTOB
nMeeT Hu3Kuit apdexr [26].

3akinoueHune

HaHHOEe cooblIeHEe TeMOHCTPUPYET Kv-
HUYECKMI Cllyyail CeMEMHOTO CUHApOMA Y-
JMHeHHoro uHTepBasa Q-—T. BpoxneHHas
HelpoceHCcopHasl TiyxoTa 6osiee 3 0aIoB 110
MoaugUuUUpoOBaHHOM 1Kajle Schwarz 1mo3Bo-
JISIET HaM TOBOPUTH O cuHApoMe JIxkepBesia—
Jlanre- HunbceHa. Dnn30abl CUHKOIE Y CTap-
el J€BOYKM BO BpeMs TICHMXO3MOIIMOHAIb-
HOTO HampsKeHUs Ha (poHe mpuema oeta-0.10-
KaTopoB, uHTepBaibl Q—Tc 530 mc u 510 mc
COOTBETCTBEHHO, a TakXe BHe3aIlHasl cep-
Jle4yHasi cMepTh MJIaAllero Opara malMeHTOK
B BO3pacTe 7 JIeT TOBOPUT O BBICOKOM pUC-
KE BHE3aITHON CcMepTu s obeux TalueH-
TOK. YUUTHIBAs COBPEMEHHbBIE PEKOMEHAALIUN
W JTaHHbIC JTUTEPATYPHBIX UCTOYHMUKOB, OBLIO
MPUHAITO pellieHre 00 YCTaHOBKE O0eUM Je-
BoukaMm MKJI. ITocneonepalimoHHBIN TTEpUO
npoiiesa 6e3 OCA0XKHEHUM, MalUeHTKU ObUIU
BBIITMCAHBI B YAOBJIETBOPUTEIBHOM COCTOSI-
HUU T10J HaOJIOACHUE AETCKOIro KapauoJiora
C PEKOMEHAALMSIMU MPOJOIKUTh MPUEM aHa-
npuiavHa. B TeyeHue rona HaboneHUS Maaa-
11asi cecTpa ocTaBajach OE€CCUMIITHOMHOM,
MpU BTOM CTapliiasi cecTpa UCHbIThIBAjlIa ce-
puto cpabatbiBaHuii KB/l B oTBeT Ha Xeiy-
JIOYKOBYIO TaXUKAPIHUIO.
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