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Pe3rome

B crarpe pa3oOpaH KIWHHYECKHWH CIIy4aid CHH-
npoma yuymmHeHHoTo nHTepBaia QT y pebenka 10 er,
MOTPeOOBABIIHI HEOTIOKHOM TEPAITUU B YCIOBHIX OT-
JIeJIEHUs] peaHUMallii U NHTEHCUBHOM Tepanuu. [Ipen-
CTaBJIEHbl COBPEMEHHbBIE JaHHBIE O METOAMKAX Juar-
HOCTHMKH, T€HETHYECKHX BapHUaHTaxX CHHApPOMA, €ro
MaToreHe3e, HEOTIOXKHOM Tepalmuu W MOocienyromen
TaKTHKE JICUECHUSI.

Knrouesvie cnosa: cunopom yoaunennoeo QT-
UHmMepBaNa, GUOPUILIAYUsL HCETYOOUKOs, pamaibhble
Hapywienus. pumma, torsade de pointes, maxuxapous
«NUPYIM»

Onucanue ciayuas

18 Hos16pst 2011 r. B oTnenenue peanumanuu Ty-
HIMHCKOHM JIeTCKOM TropoiacKoil OombHUIBI Ne7, MUHYS
MPUEMHBIH TIOKOW, OpUTaloil CKOPOH MEIMIIMHCKON
nomoutu (CMII) 6bu1 ocTaBnen Manpauk 10 ner ¢ Ha-
HPaBJISIOMUM 1uarHo3oM: «CynopoXHbIH CHHAPOM.
CocrossHue TOCie KIMHWYEeCKoH cmepT. Omnmro-
¢penust 1 cr.». M3 anamuesa 3a001eBaHUsI U3BECTHO,
YTO yTPOM BOCHHTATEIH AOMAa-MHTEpHATa, I1e OH Ha-
XOIUIICSI MOCTOSIHHO, HAallIM pebeHka 0e3 CO3HaHUs
W CaMOCTOSITEIBHOTO AbIXaHus. [IpuObIBIIas 110 BBI30-
By Opuraga CMII mpoBoamia KOMITIEKC peaHuMaIn-
OHHBIX MEPOIPHUATHH, BKIIOUasi MHTYOALUIO TPaxew,
HENpsIMOM Maccaxk cepaua, AehuOpwUIALUIo, Kare-
Tepuzanuio nepudepuueckoil BeHsl. IIpu TpaHcmop-
TUpoBKe mpoBoguiauck MBJI, nHdy3nonHast tepamus
U ceslalys 11a3ernamMoM.

IIpu nocTymieHuu B CTallMOHAP COCTOSTHUE Kpaii-
Hell cTereHu TshkecTH, pedeHok 0e3 cozHanms. Ha oc-
MOTp HE pearupyer, rmasza He OoTKpbiBaeT. CoxpaHseTcs
BsiIasi peakuusi Ha OONEBOHM pa3apakuTeb U 3HAO0Tpa-
XeaJbHYyI0 TpyOKy. 3paduku paBHOBEJIUKHUE, y3KHE, (O-
TOPEAKIUIO TOCTOBEPHO OIpeeNuTh He yaaercs. Koxa
OmeqHO-po3oBast, unctas. CIM3UCTBIC BIAKHEIE, PO30-
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Abstract

The article analyzed the clinical case of long
QT syndrome in a child 10 years old, requiring
emergency treatment in an intensive care unit and
intensive care. Modern data on the methods of di-
agnosis, genetic variants of the syndrome, itspatho-
genesis, emergency treatment and subsequent treat-
ment strategies.

Key words: syndrome elongated QT-interval,
ventricular fibrillation, fatalarrhythmias, torsade
de pointes, tachycardia, «pirouette»

Bble. Typrop nocrarounsiii. Temmneparypa 36,2 °C. Mu-
KPOLIMPKYJISITOPHBIX ~HapymeHuid HeT. Camocros-
TEJIbHOE JbIXaHHE — MOBEpPXHOCTHOe, A0 10 B mMuH.
IIpoBogmnace UBJI memkom «AMBY». Oxcurenanus
KalmMJUISIPHOW KPOBH IO JJAHHBIM ITYJIbCOKCUMETPHH —
SpO, 94-96% npu FiO,21%. Tonsl cepaua riyxue,
put™ npaBuibHEI. UCC 100 B mua. A/ 110/68 MM
pr. cr. JKuBoT MArKHMi, HE B3IyT, 0e300JIC3HEHHBIN.
[Teuens y kpast pebepHoii ayru. Cene3eHKa He MalbIIH-
pyercs. IlepuctanbTruka KUIIEUHHKA PE3KO OCIabeHa.
Cryna 1 MOYEHCITyCKaHHS P MTOCTYTIJICHUH HET.

B oraenenun peanumManuu peOEHOK IEpeBEAEH
Ha VIBJI B anroputme BIPAP ¢ mapamerpamu Pin 20,
PEEP 3, Tins 1.1, I: E 1:2, FiO0,50%, R 18 B mun,
IpU 3TOM OKCHI'€HAIUs yBenuuuiach 10 SpO, = 98—
100%. IIpoBeaena kaTeTepu3alys HEHTPaTbHON BEHBI,
HaJla)keHa WH(Y3UOHHO-KOPPUTHPYIOIIas —Teparus,
nocse cTaOMiIn3aluy COCTOSHUSI PEKOMEHI0BaHO IPO-
BeZIeHHe drekTpodHuedanorpadun. [lanabie ameKkTpo-
KapJUOTpaMMbl TPU TOCTYIJICHUH TPEICTABICHBI
Ha puc. 1, K COKaJCHHUIO, Ha TOT MOMEHT Ha yIJIMHEHHE
untepsaia QT BHUMaHUS HE 0OpaTHIIH.

B teuenne Hemenu HaOmomanack MOJOKHTEIbHAS
JUHAMMKa — CO3HAHUE BOCCTAaHOBUJIOCH, CYIOPOXHBIX
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Puc. 1. 3KI’ manb4uka 10 net npu noctynnexun. Curycosbi putM, YCC 83 yo/muH. YanuHerue uxtepeana QT [o 480 mc, QTc = 567 mc.
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Puc. 2. 3KI" manbyvka 10 net, ukcvpoBaHHas MpuKpOBATHBIM MOHUTOPOM B MOMEHT MPUCTYMa XeMyA04KOBOI TAaXVKapAMM C MEpeXxonom

B (hBpMANSILIK XKemynoUKkoB. Ha doHe CUHYCOBOTO PUTMa PEruCTpHpYETCs Xenyao4KkoBas SKCTPAcUCTONNS NO THMy BUreMuHWK, Xenyao4KkoBas
Taxvkapavs ¢ 6bICTPON TpaHChopMaLMen B hudpUANALMIO Xenyao4KkoB. locne npexapananbHoro yaapa acucTonis, YanoBoit pUTM CMEHSIETCS
YCKOPEHHbIM NPeACepAHbIM puTMOM ¢ AB-6rokapon 1-1 v 2-1 cTenerm (ykasaHo cTpenkamu)

MIPUCTYTIOB HE 3a(UKCHPOBAHO, PEOCHOK TIepeBeaeH
Ha BCIIOMOI'aTEIbHYIO0 BEHTWISLMIO JIETKHUX, CHIKEHA
arpecCMBHOCTb HH(Y3HOHHOW M KapIUOTOHHUYECKOU
Tepanuy. [InannpoBainuck SKCTyOanus U epeBos B He-
BPOJIOTHYECKOE OT/ETICHUE AJIS TPOJOJIKECHHS JICUCHNSI.
Opnnako 24 Hos0ps 2011 1. hpukcupoBaH 3MU30] TAPOK-

CU3MaJIbHOM KemymoukoBoi Taxukapaun ¢ YCC o 280
B MHHYTY C IEPeXoIoM B (GUOPUIIIALHUIO JKEIIYI0UYKOB
(puc. 2). HezamennurensHoe Ha4aao peaHUMAIlMOHHBIX
meponpustuii: UBJI — 100%-HbIM KucIopoaom, Mexa-
HUYecKast neuopruisms (MpeKapauaibHbId ynap) —
PUTM BOCCTAHOBJICH. B CBSI3U CO 3HAYMTENBHOW TMIIO-
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Kamuemuei (10 2,4 MMOJIB/JT), BEISIBJICHHOM 110 TAHHBIM
aHaJM3a BJIEKTPOJIMTHOIO M Ta30BOTO COCTaBa KPOBH,
NPOBE/IeHa KOPPeKLHs HH(PY3MOHHOHN Tepauy.

B Teyenue ocraBiieicss 4acTH CyTOK TeMOIUHAMHU-
Ka cTaOuiIbHAs, TOBTOPHBIX MPUCTYIIOB KETyI0YKOBOH
TaxWKapauMu He Habmromanock. [Ipu sxokapanomormye-
CKOM HCCIIEZIOBAHUHN CTPYKTYPHOMH ITaTOIOTHH BBISIBICHO
He ObITO, COKpaTHTENbHAS (DYHKIHS MHOKap/a B TIpejie-
Jlax BO3PacTHOM HOPMBI, LIEHTPAJIbHBINA BEHO3HBIN KaTe-
Tep B BepXHEH mnosoi BeHe. Bcero nocneayromyro Hee-
710 UKCHpoBaach TeHACHINS K OpaJuKapanu, BO CHE
UCC mo 45/mun. [lpu aHamu3e cepuu MOCIIeI0BATE b
HBIX D3JIEKTPOKApAHOTPaMM JUIMTEILHOCTh HHTEpBasa
QTc cocranmsia ot 500 g0 720 Mc. 3amomo3peHo Hapy-
LIEHHE MPOLIECCOB PEMOJSIPU3ALIUY, PUBELIEE K JKU3-
HEYTPOXKAIOIIEMY HAPYIIEHUIO PUTMa — JKEITYIOYKOBON
TaXUKapIUH THIA «ITUPYIT» U (GUOPHILISINY.

Jl1s1 KOHCYJIBTalMU B JIETCKUM LIEHTP HapyILIEHUMH
cepaeunoro putMa M3 PO (pykoBomutens mpodec-
cop, a-p men. Hayk M.A. llIxonsrukoBa) npu OI'BY
«MHUUN nemmarpum M AETCKOW XUPYpPruw» ObLIH
OTIPABJICHBl  ANIEKTPOKAPAUOTPAMMBI  C  BBITUCKOM
13 UCTOpUH OOJIE3HH, C TIPEIBAPUTEIHHBIM THArHO30M
JKEJTyZ0UKOBAsi TAXUKAPIUS C SMU30J]aMH TaxUKapaUH
«HAPYIT», HEOTHOKpaTHAs (GUOPWILIANUS >KEITyIod-
KOB. MaJIbuMK 3a0YHO KOHCYJIBTUPOBAH 3aBEeAyIOLIEH
OTZAEJICHUEM HapyLIeHUH pUTMa cepiaua, KaHd. Meq.
Hayk B.B. bepe3nuikoii; pekoMeH10BaHO MTPOBEICHNE
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CYTOYHOTO XOJITEPOBCKOTO MOHUTOPHUPOBAHUS (pHC. 3),
MO0 pe3ylbTaraM KOTOPOTO BBISBICHO BBIPAKECHHOE
yumHenne uaTepBasia QT mo 556 mc (N < 480 wmc),
yanuaenue koppurupoBanHoro QT go 584 mc (N <
440 mc) B Teuenue 89% BpeMeHHU 3alucH, yBeJlnde-
uHue aucnepcun uaTepBana QT mo 125 mc (N <40 mc),
OJIMHOYHEBIE MTPEJICePIHBIE YKCTPACUCTOIIBI, TOCTOSHHO
perucTpupyeTcsi BeIpakeHHas AByropoocts 3yodma T.
Takum 00pa3oMm, AUarHo3 CHHAPOMA Y/UIMHEHHOTO
QT mnonTBepkaeH, MpoBeneHA KOPPEKIHMS TEPaIiu:
C aHTHApUTMHUYECKOM LeNblo Ha3HaueH [-OrokaTop
o03uman (nporpanoion, 0,5Mr/kr/cyT B 4 mnpuema)
W TIPOTHBOCYIOPOXKHBIA Tperapara ¢ aHTHAPHTMH-
YeCKOW aKTUBHOCTBIO — (DUHIIETICHH, PEKOMEHIOBAH
CTPOTHI KOHTPOJIb YPOBHS Kallusl B CBIBOPOTKE KPOBH,
a TaKKe OTMEHa MPOTHBOCYIOPOKHON Tepanuu ¥ Moj-
0Op JIEKapCTBEHHBIX MPENAPATOB ¢ Y4€TOM MOOO0YHOTO
JIEHCTBUS HA TPOAODKUTENbHOCTE QT-mHTEpBana.
[Ipr NOBTOPHOM XOJNTEPOBCKOM MOHHUTOPUPOBA-
HUM criycTs 18 IHeM oT Havaia Tepanuy OTMEUYeHa 3Ha-
YUTENbHAs TOJOXKHUTEIbHAS JUHAMUKA: YMEHBIICHHE
MakcuManbHoro QTc o 479 Mc, yMeHbLICHUE BpeMe-
HU npesbinieHus QTc-MHTEepBaia BBIIIE JTOJIKESHCTBY-
foriero 3HadeHus 10 24% BpeMeHH HCCIel0BaHUA,
OIIMHOYHBIC MPEACEPIHBIC YKCTPACUCTONHI (puc. 4).
[Tocne cTabumn3army COCTOSTHUS PeOCHOK OBLI TTe-
pEBENIEH B COMAaTHUYECKOE OT/ICJICHHE C PEKOMEHIaIlie
nocyeayoueld KOHCYIbTallii B IEHTPE apUTMOJIOTHH
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Puc. 3. GparmenT 3anucu XonTepoBCKOro MoHUTOPUPOBaHHs Mankqyka 10 net ot 06.12.2011. MakcumanbHbiit QT=556 Mc (N<480 Mc), MakcManbHblit
QTc=584 mc (N<440 mc), muHumansHslit QTc=447 mc. Mpesbilwexne QTc>450 mc B TeyeHne 89% Bpemenn 3anucu. Cpeptecytourast YCC 73/muH
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Puc. 4. GparmenT 3anuci XonTepOBCKOTo MOHUTOPUPOBaHNs Mankqyka 10 net ot 24.12.2011. MakcumanbHbiii QT=385 Mc (N<480 Mc), MakcManbHblit
QTc=479 mc, muHnmansHblin QTc=420 m. Mpesbiwerne QTc>450 mc B Teuerue 24% Bpemern anuc. Cpearecytoutas YCC 102/MuH (N=75/muH)
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Puc. 5. GparmeHT sanmcy XonTepoBeKoro MoHUTOpHpoBaHKs Manb4uka 10 net ot 15.02.2012. MakcumanbHbiit QT=471 mc (N<480 mc), MakcumanbHblii
QTc=521 mc, MuHumanbhbii QTc=440 mc. Mpesbilenre QTc>450 mc B Teyenme 52% Bpemenm 3anucu. CpeaHecyTouHas YCC 78/MuH

C LIEJIbIO ONpeeNIEHNs JalbHENIed TAKTUKY BEASHUS
Y pelIeHus BOmpoca 00 IMITIaHTaIluy KapAHnOBepTepa-
nedubpmmaTopa.

[Ipu XonTepOBCKOM MOHUTOPUPOBAHUH B YCIIOBUSIX
JIETCKOT'0 LIEHTpa HapyIlleHnH cepieuHoro purMa M3 PO
npu ®I'BY MHUMU or 15 despans 2012 . — coctosiHue
OTHOCHUTEJIBHO CTabuIbHOE, rpeBbimienne QTc > 450 mc
B TedeHue 52 % BpeMeHH 3aIliCH, [UTTEITbHOCTh KOPPH-
rupoBanHoro uHTepBaiga QTc ot 440 mo 521 mc (puc. 5).

B HacTosmuii MOMEHT BpeMeHM peOEHOK Haxo-
JUTCS Ha aMOyJIaTOPHOM JICUEHUH 110J] HaOJIIOJCHUEM
CHEIMAIUCTOB JIETCKOTO L[EHTpa HapylIeHUuH cepred-
Horo putMa M3 P®, muranupyercst UMILIaHTAUSA Kap-
IHoBEpTEpa-IePuOPUILIITOPA.

BBenenue

Cunnpom ymmuaerHoro QT-untepBana (CYUQT,
long QT syndrome, LQTS) — 310 HaciencTBeHHas
WM TipruoOpeTeHHast (hopMa apuTMHH, TPOSIBIISIFOLIAsICS
yannaenrneM QT-wHTepBana Ha CTAHIAPTHOM DJIEKTPO-
KapaIuorpaMMe | CIIOCOOHass TpaHc(hOpMUPOBATHCS
B KM3HEYTpOXKAIoIllee HapyIIeHHe PUTMa, B TOM YHCIIE
KelyaoukoBble aputmuu [1, 3, 27, 29]. LQTS mpea-
CTaBJICH JIBYyMsI BapHaHTaMH: CHHAPOMOM Pomano—
Yopna (ayTOCOMHO-JIOMHHAHTHBIN THIT HACICIOBAHISI)
u cuaapomoM Jxapsemna—Jlanre—Hrmscena (ayTocoM-
HO-PEIIECCUBHBIA THIT HACJEIOBaHUS, acCOIMUPOBAH
¢ mryxotoi) [5]. XapakrepHble /Uil TAaHHOTO CHHIPOMa
reTepOreHHast PENOJIPU3AINS ¥ PAHHSIS NSO PU3AIHS
TPOSIBIISIFOTCST TIOMMMOP(HOHN KEITyIOYKOBOM TaxuKap-
qweit, HazpiBaeMoH torsades de Pointes, nimi Taxukapaunst
THUTIA «TTAPYIT», C TTOCIEAYIOIINM TIEPEX0IoM B (prOpmII-
JISITIATO JKey09KoB. [1omo0HbIe HapyIIeHHs pUT™Ma TIPH-
BOJISIT K CHHKOITAJTbHBIM COCTOSTHHSIM, & TIPU JUTUTEITEHON
OCTaHOBKE KpOBOOOpAILCHMSI K BHE3AITHOH CepAeyHOM
cmept. OOBIYHO TIepBEIC MPU3HAKK 3a001eBaHus (CHH-
KOIIe) MOSBIISIIOTCS B 12 jiet; Oosiee paHHsis MaHupecTa-
IIUST CBUICTEIIBCTBYET O TshKeTon dopme Oomesnu [12].

[eHoTUNbI CUHAPOMA yanuHeHHoro QT-uHTepeana 9]

Tun cuHapoma e DYHKUMA 1 ee
LQT HapyLleHue

LQT1 KCNQ1 IKs*

LQT2 KCNH2 IKrt

LQT3 SCN5A INat

LQT4 ANKB INa, K| INCX§|

LQT5 KCNE1 IKs|

LQT6 KCNE2 IKr|

LQT7 KCNJ2 K1)

LQT8 CACNA1C ICa-Llit

LQT9 CAV3 INat

LQT10 SCN4B INat

MpumeyaHus: *IKs — meaneHHble NoTeHUMan-3aBncumble
kanueBble kaHanbl; TIKr — 6biCcTpble NoTeHUMan-3aBucMmble
kanuesble kaHanbl; fINa — HaTpueBble kaHanbl; SINCX:
Na*/Ca?**-06meHHbIl kaHan; "ICa-L: L-tun Ca?*-kaHanos

3a mocneHee NECATWICTHE HAllM IPEACTABICHHS
0 TaToreHe3e JaHHOTo 3a0oJeBaHKs OBICTPO IBOMIOIMO-
HHUPOBAJIM, BO MHOTOM OJ1aroiapsi TeHETHYECKUM OTKPbI-
tisiM. CuanpoM ymmHerHoro QT-MHTepBaa Ha TAaHHBINA
MOMEHT PaccMaTpUBACTCs KaK aHOMAJIMS MOHHBIX KaHa-
JIOB KapIMOMHOLIMUTOB MPOBOIALICH CHCTEMBI CEpILa,
U YK€ OTKPBITO OoJiee AecATKa TeHOB, aCCOLMUPOBAHHBIX
C JaHHOW marosoruedd (cM. Tabmuiry). CUMITOMATHKA,
TpurrepHeie Gaxropbl 1 3QPEKTUBHOCTH KOHCEPBATUBHOM
Tepanuy HarpsIMYyTO CBA3aHBI ¢ TEHOTUIIOM [28, 29, 33].

Jluarsoctuka

Jnsi [uarHoCTUKU CUHIpoMa yaguHeHHoro QT-
WHTepBaia pa3paboraHa cnenuanbpHas 1mkana [1IBapia
(Schwartz score) [26]. Haubosiee BaxXHBIM IOKa3are-
JIEM B COCTaBE JIAHHOMW INKAJbl SIBJIIETCS CTaHIAAPTH-
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suposannas jmmHa QT-murepsana (QTc = QT/VRR,
dbopmyna bazerra, mpumensiercs mpu RR <1000 wmc;
mpu RR >1000 mc npumensiercss popmyrna Dpenepu-
ka: QTc = QT/\PRR), T.¢. IMHA TAHHOTO HWHTEpBaja
C y4eTOM 4YacTOTHI CepJeYHBIX cokparieHunil. Kpome
TOTO, JUI OIEHKH HCIIOJIb3YIOTCS JaHHBIE CEMEWHOTro
aHaMHe3a U KIIMHIYeCKre CUMITOMBL. OLieHKa 10 IIIKa-
ne lIBapma B 4 Oania U BbIIIE 03HAYAEeT BHICOKYIO Be-
posATHOCTh cHHIpoMa ymnuHeHHoro QT-wHTepBana,
IpY OLICHKE MeHee | Oania CHHIPOM MaJIOBEpOSITEH.
3HayeHue abCOMOTHOTO M KoppurupoBaHuoro QT-
WHTEpBaja OCTAIOTCS OCHOBHBIMU HHCTPYMEHTAMHU JIHa-
rHocTuku. Cunraercs, uro 3HaueHue QTc > 440 mc onpe-
JIENseT AarHo3 CHHapoMa yanmnaenHoro QT-untepBana
[17, 26]. OnHako mpHUBEAECHHbBIE TPAHULIBI B U3BECTHOM
CTENEHN HOCST OPHUEHTHPOBOYHOE 3HAYECHUE: ONMHUCAHBI
cilydad, Korjla CUHApPOM peann3oBbiBasics U nipu QTc
MEHBIIIC TIPEACTABICHHBIX 3HAUYCHUH, TaK Ha3bIBaeMast
ckpeiTas dopma, a y 10-15% 310poBBIX TrONEH mmm-
tenpHOCTE QTC TpeBBINIaeT HOPMATHBHBIE 3HAUYCHHS
[32]. IToaToMy cKpbITBIE (POPMBI CHHIPOMA MOYKHO ITPO-
MyCTUTh, eclii ucnonb3oBath JKI' kak eanHCTBEHHBIN
HWHCTPYMEHT B quarHoctuke. C Ipyroil CTOpOHbI, MHO-

POCCUMCKUA BECTHUK 2012 Tom II, No 2

JKECTBY 3[IOPOBBIX JIFO/IEH MOXKET OBITh OIIMOOYHO ITO-
CTaBJIeH NMAarHo3 CHHApPOMA YIITMHEHHOTO HWHTepBalia
QT, eciy CAUMIIKOM NIMPOKO TPAKTOBAThH MMOTPAaHUYHBIE
sradeHus QTc. [loatomy mms mmeHTH(UKAIMKA Tpex
HanOonee yacTelX (GOpM CHHAPOM yiummHeHHoro QT-
uatepBana (LQTS1, LQTS2 u LQTS3) ucnonb3yror
TeHEeTHYECKOe TeCTHpoBaHHe. UyBCTBUTEIBHOCTD JIaH-
Horo Metofa coctasisier 60—70% [21, 33]. O1o ToT nHa-
THOCTHYECKUH MPU3HAK, KOTOPHIH TIO3BOJISIET OTIHYUTh
310pOBBIX Jrofedl ¢ morpaHuyHbiM QTcC OT CKpBITHIX
(hopM cuHIpOMa, a TAKKE OH MTOMOTaeT B 00CIeI0BaHIH
YJICHOB CeMeH 3a00JIeBILETO MTPU OTCYTCTBUH Y TIOCIIE]I-
HUX XapakTepHoi cumnroMaruki. C HeIaBHETo Bpeme-
HU pe3yNbTaThl TEHETUYECKOTO TECTUPOBAHUS TIOMOTa-
0T IO00parh Oornee IPPEKTUBHYIO TEPAITHIO.

Cunapom ymiuHeHHoro QT-unrepBaJja 1-ro Tuna
(LQT1)

LQT1 sBnsercs pe3ynsTaToM MYTallid TeHa
KCNQI1, xomupytomero  o-cyopemuuuiry — 1Ks-
KaJIMEBOTO KaHaJa. JTOT THII CHHAPOM BCTpEYaeT-
ca B 45-50% cayuaeB. KnaccuueckuM npu3HaKoM
Ha OKI sBnsiercs mmpokuii 3yden T (puc. 6). Y neteit

.

Vi

Puc. 6. OKI" pebena 12 ner, cuHycosbiit putm YCC 66/muHyTY, HopmansHoe nonoxete 0C, uxtepsan QT= 0,5 ¢, QTe=0,526-0,507 ¢, Wwpokmit,

MONOXUTENbHbIN 3y6eL; T
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CUMITOMATHKa MOJKET OBITh MEHEE TUITUYHOM U Xapak-  TpUrrepHbIMU (pakTOpaMu AJsl 3TOH (OPMBI SIBISETCS
TEPHU30BaThCS AITUTENFHON (pa30ii paHHEH peronsipu3a-  HEOXKHJIAHHBIA 3BYKOBOW CTHUMYI, HAIpUMeEp, XJIOT-
MU — CHIDKEHUE CKOPOCTH HapactaHus T-3yOma [33].  HyBmas aBeph WM 3BOHOK OyIuiibHUKA [28].
TpurrepusiM pakropom 1t LQT1 ciyxut agpenepru-

qyecKkas CTUMYJISIUS, Harnpumep, ¢puszndeckas Harpy3-  Cunapom yniannenHoro QT-untepBana 3-ro
ka, ocobeHHo iaBanue [28]. OcHoBHbIM MexanuzmoM  tuna (LQT3)
ABIACTCA HEAOCTATOYHAA pCaKIrsd aHOMAJIbHBIX KaJln- LQT3 ABJIACTCA  CICACTBUEM MYTallMu TIC€HaA

eBbIX kKaHasoB IKs Ha agpeneprudeckyto ctumyisanuio.  SCNSA, xomupyromero HarpueBblii kanan INa. Jlan-
TakuMm 00pa3om, orpaHrYeHUE aKTUBHOCTH TOJOOHOTO  Hast ¢opma Bcrpeuyaercs B 8—10% ciyuaes. Kiac-

poza momMoraeT n30ekarb BOSHUKHOBEHHUS] CHHKOIIE. cuueckn OKI'-mpusHak — ymiauHeHHBIH ST-cerMeHT

C 3a0CTpeHHBIM WK 1ByX(hazHeiM T-3yOmom (puc. 8).
Cunapom ynaunennoro QT-untepBaJa 2-ro VYV nereit 4acTo BCTPEYAETCs AJIMHHBIN Y3KHNH OCTpPBIN
tuna (LQT2) T-3y6enr [33]. bBonpmmii puck BO3HMKHOBEHHUS apHT-

LQT2 sBnsercs pe3yapTaTOM MyTallMd B TeHE MWW TPU HU3KOHW YACTOTE CEp/IEYHBIX COKpAaIleHHUH,
KCNH2, xomgmpyromiero a-cyopemunumy [Kr-kanme- — Hampumep, Bo cHe [28].
Boro kaHana. [lannas ¢opma Bctpeuaercs B 35-40% CyMMapHast 4acToTa BCTPEYaeMOCTH BCEX OCTalb-
ciayqaeB. Kmaccumueckum OKI-mpusHakoM sBIsieT-  HBIX TUIIOB MYyTalluii, CBOWCTBEHHBIX CHHIPOMY YII-
csl HU3Kas amIumntyna asyropooro T-3y6ma (puc. 7).  mmuenHoro QT-mnrepBana, cocrasisier 1-2%. Bcee
W cHoBa y nmereil 9TH MpU3HAKW aTUIUYHBI U MOTYT  (opmbl, Kpome LQT4, cBsi3aHbI ¢ ©3MEHEHUEM pabOTHI
OBITH CBSI3aHBI C JUINTEILHON TIO3MHEH pEMoNIIpU3ali-  KaHaJIOB. 4-if THUIT CHHApPOMA BO3HWKAET BCIICIICTBUC
ell c yBeNIMYeHHeM JUTMTeNIbHOCTH criaga T-3yoma [33]. MyTallid TeHa, KOIUPYIOIIEro OeNOK, Y4acTBYIOIIUH

Vi
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Puc. 7. 3K peberka 12 net, cuHycosbiit putm YCC 76/MuHyTy, HopmanbHoe nonoxerne d0C, uxtepsan QT= 0,5 ¢, QTe=0,503 - 0,537 ¢,
MONOXUTENbHBIA ABYropbbilt 3ybeL T (ykasaH CTPenKoi)
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Puc. 8. 9K pebenika 13 ner, cuHycosbiit putm YCC 60/muHyTy, oTknoneHue AOC erpaso, uTepsan QT= 0,56 ¢, QTc=0,48-0,53 ¢, yanuHeHHbIi

cermeHT ST BychasHbiil 3ybeL; T (ykasaH CTpenKoi)

B pab0Te MOHHBIX HACOCOB U PEIENTOPOB B KIETOYHON
MeMOpaHe, Hapyllias peroiipu3ali Muokapaa [33].

Heotnoxxuasi Tepanus apuTMUii NPU CUHAPOME
yajauHeHHoro QT-unrepBaJia

Torsades de Pointes — 3To ocTpoe HapyIieHHe pUT-
Ma, TOIUMOpP(QHAas KeTyJ0UKOBas TaXUKAPANs, OBICTPO
nepexosmas B GUOPHUIIINIO U XapaKTepU3YIOIasics
BepeTeHo00pa3Hoi Gpopmoii kommiekcoB QRS (puc. 2).
[IpuHIMIIBI €€ HEOTIOAKHON TEPAITUU HE 3aBUCST OT THUIIA
cuHApoMa. Taxukapaus THUIA «ITUPYIT» YKE SBISCTCS
JKU3HEYTPOXKAIOIIEH, HO NPU MEPEXOAE B YCTONUMBYIO
PUTHIIHYIO JKEITYT0YKOBYIO TaXUKapAHIO WK (QUOpHII-
JISIIMIO JKENTYOYKOB OHA MOYKET 3aKOHYUTHCS KITMHUYC-
CKOH ¥ Jlaske OMOJIOTMYECKON CMEPTHIO.

ITanuenTamM ¢ Taxukapaued TUIA KIIHPYITH
IUII BOCCTAHOBJICHHUSI aJEKBATHOTO KPOBOOOPAIIEHUS
MOYKET TOTpeOOoBaThCs ACPUOPHIIISIHS W HAPYXK-
HBIH BoguTesb puTMa. OHAKO OfHA JIHLIb 1epUOpHII-
JSIIHUS HE CMOXKET O0ECTeUHTh Ja)ke MHHUMAalbHBIN
YPOBEHb MOJJICPKKH KU3HEACATEILHOCTH, TOITOMY
MIPY BO3HUKHOBEHHH KU3HEYTPOXKAIOIIEH apUTMUU He-
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00X0IMMO HE3aMeJUIMTENIbHO HauaTh CepIeuHO-JIeroy-
HYIO peaHUMalUIo B TOJTHOM o0beMe [2, 6].

[IpoTokonm  cepleYHO-TIErO4YHONW  peaHuMaIuu

TIpH OCTaHOBKE KpoBooOpamieHus y aereit ¢ CYNQT
(puc. 9) [2, 6]:
—  Dnexkrpuueckas nepudpmuisinus — 2 JLx/kr
JUIsL TIepBOi TombITKH U 4 KJK/Kr Ayt mocnemy-
fommx (oOs3aresieH CJI0W TOKOMPOBOJSIIETO Telist
WM BJIakHas1 casiderka mop dnekrponamu). B mayzax
MexIy AehuOprnIIEeil HerpsMoil Maccax cepia
[6, 13, 24]. IIpu OTCYTCTBHM B HEMOCPEICTBCHHOM
Oommzoctr AehuOprInIATOpa — TOMBITKA MEXaHWYe-
cKoit aeprOprLIAIIMY (TIpeKapANaIbHBIA yaap).

— Oedmbpunnaumsa (2—4 Ox/kr), HenpsiMoi Maccax cepaua
— NuTy6auus tpaxen, NBJ1 (100% kucnopoa)

— IlnpokaunH 2 mr/kr, B/B

— Marnus cynbdat 50 mr/kr, B/B

— KoHTporib ypoBHS kanusi

Puc. 9. Kparkuit anroputm HeoTNOXHOI Tepanii npu uBpunnaumm
KeNnyao4KkoB y AETed ¢ CUHEPOMOM YAnnHeHHoro QT-vHTepBana
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— O0ecreunuTh IMPOXOAUMOCTD AbIXAaTCIIBHBIX HYTeﬁ HUA, TOIIOJTHUTCIBHBIMU €TI0 MPEUMYIICCTBAMUA ABJIA-

(caHanus pOTOTIIOTKH, MHTYOAIUS TPAXeH). FOTCSI KOPOTKHWM TICPHUON TONTYBBIBEIACHUS U OBICTPOE
— HMBJI (Qu3nonoruueckoil YacTOTOW JIbIXaHUS Hauyajo aeiicrus [7, 19]. Eciu npu BBegeHuu xenae-
¢ Fi0,100%. MBIH 3 GEKT HE JOCTUTHYT WU MOSBUIINCH CEPbE3HBIC
—  O6ecneunts MoHuTOpUHT JKT, ynbcokcumeTpun.  1moOo4HbIE 3PQEKThl, HHYY3UI0O MOKHO OBICTPO Tpe-
—  Beno3nbrii goctyn (nepudepudeckas Bena, [LIBK,  kparuth 0e3 Kakux-IMOO YCTOMUYMBBIX MOCIEICTBHU.
BHYTPUKOCTHOE BBEJICHHE). Konewno, 1y1st TOCTHKEHHSI TeX e Ieeld MOKHO HC-
—  Ilpu HeopPeKTHBHOCTH TpEAIMIECTBYIONIEH Tepa-  MONB30BaTh W MPOIPAHOIION, HO €T0 MEPHOJ MOTYBHI-
MUY — JIUI0KAWH, 2 %-HbIi, BHYTPUBEHHO CTPYH-  BEICHHS W IUTUTEIHHOCTH JEHCTBHS HAMHOTO JIOJIBIIIE,
HO B JIO3UPOBKE 2 Mr/KT [2]. YTO CHUKAET €r0 KIIMHUYECKYIO LIECHHOCTb.

— Ilpenaparom BBIOOpa TpU TEpamuM CHHAPOMA
yummaenHoro QT-untepBana ssiusercs cyiabdar  Jluodokaun
marausi 25%-ap1ii B nmosupoBke 20—-50Mr/Kr, JlupokamH — 3TO OIIOKATOp HATPUEBHIX KaHAJIOB
BHYTPWUBEHHO, CTPyWHO (cymmapHas mo3a g0 2 1,  IB kmacca, ncronms3yeMbrii it edenus torsades de
npu Hed((HEKTUBHOCTH MOBTOpHOE BBeneHue 4ye-  Pointes [14]. Harpy3ounas mo3a nmupokamHa 2 Mr/KT,
pe3 5 munyT) [2, 15, 16, 31]. Jlaiee MOXeT OBITh TPOIOJIKEHA TIOCTOSTHHOM HH(Y3ei
—  OnpenenuTh ypoBeHb Kajlus B KPOBHU, Koppekuust B Temrne 20—50 mkr/kr/muH. [Ipeanonaraemslie Mexa-
runokasuemuu (Mady3ust 10 1 mmons/kr KCl  HU3MBI IeHCTBUS — CHUYKEHHUE ICNONISAPU3AINHT U N30bI-
3a 1 9 mpu 00s3aTETLHOM TI0YaCOBOM KOHTPOJIE  TOYHAs Cympeccus paHHel ¢asbl permossipusanu [10].
kammevun. OKI-pu3Haku THIIEpKATHEMUAN —
yiutomenue win wHBepcus 3yona T, mempeccus — Ilocienyromas Tepanus

cermenTa ST, nossienune U-3y0OnoBs) [2, 20]. [locnenyromas Tepanusi HampaBieHa Ha TpoQu-
—  Hcxmounts npenaparsl, yauastomue QT-uarepBan.  JakTUKy BO300OHOBICHHS (QUOPMIIISIINAN KETYI0UYKOB
— JlomycTHMO HCIONB30BaTh KOPOTKOAEHCTBYIO- M IIPEAIONAraeT UCIOIb30BaHue [3-aJpeH00I0KaTOpOB

e B-aapeHo0MoKaTopsl, HampuMmep, 3eMogaoa.  (3ddexruBHOCTH 10 68-90%) [8, 10, 19, 23], 6GmokaTo-
PexxuM BBeseHHS 3CMOJIONIA — HArpy30dHas 7032  POB HATPHEBBIX KaHAIOB (MEKCHTHIICH).

0,5 Mr/Kr BHyTPUBEHHO C MoCieaytomei nady3u- Ilpn CcOXpaHEeHWH CHHKONAIBHBIX COCTOSHHI

eit 100-300 mxr/xr/munyTty [7, 19]. Ha QoHe Tepanuu (-OloKaTOpaMHu MOKa3zaHa WMILIAH-

Tanus KapanoBepTepa-aepudpuisitopa. Heooxomumo

dapMakoIUHAMHKA NMPENapaToB, HCMOJb3yeMbIX  [OMHHTH, YTO UMIUIaHTAlMs AepuOpMIIIsITOpa HE 03-

JJIsl BOCCTAHOBJICHUS PUTMA IIPH CHHAPOMe HayaeT OTMEHY MeJrKaMeHTo3Ho! Tepanuu [11, 18].

yaiuHenHoro QT-untepBana B xauecTBe KpaiiHel Mepbl NallMEHTaM, Y KOTOPBIX
COXPAHSIIOTCSI apUTMHU AK€ TIPH aJIeKBaTHOM MEIMKa-

Cynvcham maznua MEHTO3HOM JICYUCHHHU Ha (JOHE MMIUIAHTUPOBAHHOTO Kap-

Marnesust — 3To mpemnapar BIOOpa Ipu TaxuKap-  JUOBeprepa-aeuOpuiusITopa MoKa3aHo ONepaTHBHOE
JUW THUIIA «KIIUPYOIT», BOSHHKaIOH.[efI IIpu BpOXKXIACHHOM JICYCHUEC — JICBOCTOPOHHAA CUMIIATOKTOMUSA Ha IeiiHo-
WY TIPH IPUOOPETEHHOM cUHIIpoMe yuinHeHHoro QT-  rpyaHoMm yposHe [9, 22, 25]. Oneparus 3akiodaeTcs
nHTepBaia. Maraus cyabdar odeHb dpPEeKTHBEH Jake B aONaIiuu JIEBOTO 3BE3[9ATOTO y3JIa M TPYIHBIX CHMIIa-
NpU JIOCTATOYHOM YPOBHE MAarHusi B IUIa3Me JI0 MpU-  THYEeCKUX y310B T2—T4, 4To 3HAYUTENHLHO CHUXKACT CUM-

ctyna [15, 16, 31]. IIpenapar BBOIWTCS BHYTPHBEH-  NaTHYECKYIO MHHEpBauuio cepaua. OcIokHEeHHs Mpolie-
HO, MEXaHM3M JICUCTBHsSI B OOJBbILEH CTENeHn OCHOBaH  Aypbl — cuaapoM [oprepa (y 90% mpooneprpoBaHHBIX )
Ha [MOTEHI[UPOBAHUH TPUTTEPHON aKTUBHOCTA MHOKAp- W OJHOCTOPOHHHUE napainy quadparmsl (y 60%) [30].
JTUOLIMTOB TIPOBOSAINIEH CUCTEMBI 10 M TTOCIIe JETOMs-
pU3alMy U B MEHbUIEH Ha HemocpeACcTBeHHOM Bius-  IIpemaparsl, BhI3bIBalOLIUe YIJIHHEHUE
HHUH Ha MIPOLECCHI PETIOIISIPU3ALIIH. QT-unTepBana
[Ipn ompeneneHny mnporHosa s JalbHEHIIEH

p-aopenodnoxamopui JKU3HH U pUCKa (aTalbHBIX apUTMHUH KIFOUEBBIM MO-

DcMooNn — 3TO KapAHOCENEKTHBHBIN [-aJpeHo-  MEHTOM SBISieTCS 00pa3oBaHKe MAEHTa U €T0 CEMbH:
Omoxarop, TpeqHa3Ha4deH JJi BHYTPHBEHHOTO BBeAe-  M30eraHue mpemnaparos, ymumHstonmx QT-mHTepBa.
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[TarmenTsl co ckpwiTod (hopMOil cHHApOMa OObBIU-
HO DPAa3BOPAauMBAIOT MEPBYIO CHUMIITOMATHKY HMEHHO
Ipy NPUMEHEHHH OJHOTO M3 CIEAYIOIIMX Hpenapa-
TOB: APUTPOMULMH, KIAPUTPOMHLHUH, crapdiokca-
[UH, KETOKOHA30JI, MPOKanHaMHJl, XUHU/IHH, aMHO/Ia-
POH, JIpOIEPH 10, XJIOPIIPOMA3UH, FAJIONEPUAO0I U IIp.
[TonmHBIN cIMCOK TpenapaToB MpeacTaBiieH Ha http://

[IUPOBAHHOTO MEIMKAMEHTO3HOTO M HHTEPBEHIIMOHHO-
ro nedeHus. HoBble reHeTHYecKne OTKPBITUS JIeNaroT
Tepamnuto dosee crienupuIHON 1 d3PPEKTHBHON, TAKUM
00pa3oM, y MHOTHX MallCHTOB MOSBISACTCS ILAHC BO3-
BPATUTHCS K HOPMAJIBHOM KH3HH C HEKOTOPBIMH OTpa-
HUYCHHUSMH, KacaloUIMMHUCS (QHU3MYECKOH Harpy3KH
W MPUMEHEHHUs OTpeNieNieHHbIX TpernaparoB. Ha nan-

long-qt-syndrome.com/Iqts_drugs. html wm www.
arizonacert.org.

HBIT MOMEHT [-aIpeHOOIOKaTOPHI — ATO TIperaparhl
BBIOOpA, & BCE OCTANIbHBIC METUKAMEHTHI JIUIIb JTOMOJ-
HSIOT UX. [Ipy pe3ucTeHTHBIX K (papMaKoTepanuu TH-
nax cuHIpoMa yaunHeHHoro QT-uHTepBana nmpuMeHs-
0T WMIUIaHTAIMI0 KapauoBeprepa-nedudpuusiTopa
1 JIEBOCTOPOHHIO CUMITATIKTOMHUIO.

3akia0uenne
Cunnpom yanmuHeHHOro QT-MHTEpBana — 3TO KH3-
Heyrpokaroliee 3abojeBanue, Tpedyromee nuddhepeH-
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