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BO3MOXXHOCTH ITPOBbI C JIO3MPOBAHHON ®M3NYECKOM HATPY3KOI1
B IUODPEPEHIUAJIBHOU JUATHOCTUKE TEHETUYECKUX BAPUAHTOB
BPOXJEHHOI'O CUHJIPOMA YJUVIMHEHHOI'O MHTEPBAJIA QT

Jemckuit HayuHO-npaKmuuecKuil yeHmp HapyuwieHuil cepoeunoz2o pumma na oaze OI'Y «MHHUH neduampuu
u oemckoui xupypeuu» Munzopaea Poccuu

C yenvio uccnedosanus RApamempos, XapaKmepusyiouwux npooOINCUMeETbHOCMb U OUCNEPCUIO PENOTAPUSAYUU Jice-
y0ouxos y bonvuvix ¢ 1 u 2 sapuanmamu cunopoma yonunenno2o unmepeana QT npu usmenenusx uacmomsli cepOeutbix
cokpaujenutl Ha Qone npodwl ¢ uzuueckoil HazpysKol 0ociedosano 74 pebenka.

KuroueBble ci10Ba: CMHAPOM yIJHHeHHOro mHTepBasa QT, yacTtora cepieyHbIX COKpalleHMil, mpoda c
(pusuyeckoii Harpy3koii, CHHKONAJbHbIE COCTOSIHUSI, BHE3aMHAasl CMEPTh, FTeHETHYECKOe MCCJIeI0BAHME

To assess parameters pertinent to duration and dispersion of ventricular repolarization in patients with Types 1 and
2 of the long QT syndrome during the changing heart rate at the background of gradual physical exercise test, 74 pediatric

patients were examined.

Key words: long QT syndrome, heart rate, physical exercise test, syncope, sudden death, genetic inves-
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BpoxxaeHHBI CHHOPOM YAJIMHEHHOIO HHTEpBalla
QT (CYHQT) - 310 HaclieICTBEHHOE 3a00JIeBaHUE C ay-
TOCOMHO-/TOMUHAHTHBIM THUIIOM HACJIE0BaHUS U BBICOKHM
PHCKOM Pa3BUTHA MOBTOPHBIX CHHKOIMAIBHBIX COCTOSHUIM
W BHE3aITHON CepACeYHO CMepTH, 0OYCIIOBICHHBIX ITOJIH-
MopGhHOH JKeTyI0uK0BO# Taxukapaueii (torsade de pointes)
[1]. XapakTepHbIM A CHHApPOMA SIBISIETCS YBEIUYCHUE
JUTUTETFHOCTH JKeTyIouKoBOK penossipusary [1, 2]. Oc-
HOBHOM JIMarHOCTUYECKUH KPUTEPUH - YIJIMHEHUE KOp-
purupoBanHoro uatepBaiga QT (QTc), BeUHCIsIEMOTO MO
¢dopmyne bazerra [3], cBbiie 440 mc. [lomumo ymmHe-
Hust QT, P.Schwartz u coar. (1985, 1993) npemnoxunu
JIOTIONTHUTEIbHbIE KPUTEPHH Ul AUATHOCTHKH CHHApPOMA
[4, 5]. Knunuko-renernueckas HeoqHoponHocts CYUQT
Jeria B OCHOBY An((epeHIIMpOBAaHHOTO MOJX0/A K Jieue-
HUIO Pa3lUYHbIX BapHAHTOB [6-9], IMarHOCTHKA KOTOPBIX
6asupyeTcst Ha MeToJax TreHeTndyeckoro ananusa. [lo mepe
HaKoIUIeHHUsI MH(OpPMAaIK B 00JIACTH MOJIEKYJISIPHO-TE€HE-
THYeCKUX uccnenoBanuii y 6oibpHbx ¢ CYUQT, BbIsBIA-
eTCsl Bce OOJIBIIE HOBBIX MYTAIlMi U MX KOMOWHAIIWN.
B T0 ke Bpems1, IpUMEHEHHE TeHeTHUECKOT0 aHaIN3a B
LIMPOKOM KIIMHUYECKOHN IIPAKTUKE HE BCEIra JOCTYITHO
[10]. VImeHHO BBIABICHHE TEHETHYECKOH IreTeporeH-

JICHHBIM CHenM(pHUYECKOW MyTaluel KajlleBOro KaHala,
nnutensHocTh MHTepBaia QT na DKI 3HaunTenbHO BaphH-
pyer [11], uto He Bceraa mo3BomsieT AupGepeHIupoBaTh
OOJILHBIX OT 3[I0POBBIX C TIOTPAHUYHBIMU 3HAUYCHUSIMH 3TO-
ro mokazarens [12, 13].

JIONOJTHUTENBHYI0 BaXKHYIO MH(POPMAIMIO B CIOP-
HBIX CIIydasx JaceT oreHka Mopdosoruu 3youa T [14, 15]
W aJIanTanyy JUInTeabHoCcTH HHTepBasia QT K MOBBILICHHIO
YCC npu npoBezieHHH MpoObI ¢ T03UPOBAHHOHN (u3HUec-
kol Harpyskoi [10, 16]. /laHHOMy HCCIETOBaHUIO MPH-
cBoeH Kkiacc nokasanwuii [Ib (ACC/AHA Guidelines, 1997)
[17]. Tax, KIMHUYECKUMH UCCIICTOBAHUSAMH YCTAaHOBIICHO,
YTO HeaJleKBaTHOe ykopoueHue uHTepBaia QT mpu noBbl-
mennn YCC xapaxrepro s 6onbhbix ¢ CYWQT [18, 19].
Heo0xonnmo, 0iHaKO, OTMETHTH, YTO UCCIIEIOBAHUS H3ME-
HeHHUs1 IpoouKuTenbHocTH uHTepBaia QT Ha Harpyske,
MPOBOJIMMBIE 0€3 ydyeTa TeHETHUECKOW HEOIHOPOJHOCTH
oompabIx ¢ CYUQT, nanu HeoAHO3HAuHBIE PE3yNbTATHI
[20-24]. C momMeHTa OTKPHITHS T'€HETHYECKON TeTeporeH-

HOCTHU 3a00JI€BaHMA U CIOKHOCTH €r0 MOJICKY/IAPHON
JUArHOCTHKH CTaJIn HpH‘IHHOﬁ MHOT'OYHMCJICHHBIX HC-
CJIeIOBaHMI B 0OJIaCTH HEWHBAa3MBHOW IU(depeHIn-

aTbHOM JUAarHOoCTUKU BapUaHTOB CUHApOMaA.

B Hactosiimee BpeMsi pa3pabOTaHbl KJIMHHKO-

AIIEKTPOKAPAUOTPAPUICCKUEC KPUTCPHUH THATHOCTHKH

Tpex Hambosiee PacmpoCTPaHEHHBIX MOJIEKYISIPHO-Te-
Hetnyeckux BapuaHToB CYUWQT, yro mo3Boiser a0

HOJNyYeHUsI PEe3yNbTaToOB TEHETHYECKOTO HCCIIEN0Ba-

HUSI COPHEHTHPOBATHCS B TIOI00PE aHTHAPUTMUIECKON

tepamuu [1, 10]. OaHAKO, TOYHOCTh JOTEHETHUYECKOM
nuarHoctuku BapuaHToB CYMQT Bce emie HemocTa-

TOYHO BBICOKA, 4TO TPeOyeT IOMOJHUTEIBHBIX HCCIie-
JIOBaHUil, B TOM YHCJIe B OOJNACTH Pa3pabOTKH 3JICK-
tpokapauorpaduueckux (IKI') kpurepues. Tak, naxe

Tabnuuya 1.
Knunuueckasn u nekmpokapouozpaghuueckasn
xapaxmepucmuxu nayuenmoe ¢ CYUQT
LQT1 LQT2
(n=45) (n=29)
Cpennuii Bo3pact (rosl) 13,943,6 | 12,8+3,1
BospactHoit uaTepBai (roas!) 4-17 5-17
Jlma my»xckoro mona, n (%) 16 (36) 10 (35)
[MTarmmenTs! ¢ cuakore, n (%) 23 (51) 19 (66)
[Manwentsl, nomyvatonwe bb, n (%) | 26 (58) 18 (62)
YCC na KT B noxoe (ya/mMuH) 73+12 73+19
QT na OKI nokos (Mc) 416x41* | 436x£52*
(Q25-Q75) (380-420) | (400-460)
QTc na OKT nokost (mc) 457+£39* | 47424
(Q25-Q75) (438-473) | (456-488)

B OTHOCHUTEJILHO T€HETHUECKH OIHOPOTHOM NOMYJISIIIN
6onbHBIX ¢ 1 BapuanToMm cuHapoma (LQT1), obycios-
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rae, * - p<0,05 - LQT1 no cpaBuenuto ¢ LQT2, Bb - 6eta-6510-
kaTopsbl, Q25 - Q75 - COOTBETCTRYIONINE KBAPTUIH



Hoctu CYUQT wuccnenoBaresneil 3anHTepecoBaia oleHKa
quHaMuky uHTepBasa QT Ha Harpyske IpH pazIHYHBIX
BapuaHTax cuHzapoma. B 1995 r. P.Schwartz ¢ coasr. Brep-
BbIE€ TIOKA3aJIH, YTO ManueHTsl ¢ MmyTtanuel B rene HERG
(LQT2) mo cpaBHeHHIO ¢ OOIBHBIMH, UMEIOLIIUMH MyTa-
muto B reHe SCNSA (LQT3), xapakTepu3yoTCcsi MEHBIIINM
ykopouerneM QT mpu nmoBeimennu YCC [25]. Mccnenosa-
Hue H.Swan u coast. (1999 r.) moka3zaio, 4To yKOpoueHue
QT na narpyske npu LQT2 cyuiectBeHHO Oosiee BhIpaKeHO
o cpaBHeHMIO ¢ TakoBbIM 1pu LQT 1. Kpome Toro, B 3ToM
UCCIIe0BaHUM NOKa3aHo, 4To OosnbHble ¢ LQT1 xapakre-
pH3yIOTCs 10CTOBEpHO Oosiee Hu3kuM npupoctom YCC Ha
(usnueckyro Harpysky [26].

Uccnenosanusa simusaausg YCC Ha MINTENBLHOCTD UH-
tepBana QT y nerell HEMHOTOYHCIIEHHBI M, KaK MPaBUIIO,
He BKIIIOUAIOT IU((HepeHIIUPOBaHHYIO OLEHKY 10 TeHETH-

3nauenusn napamempos IKI na smanax npoowv ¢ puzuueckoii hazpy3xou
y 6onvnvix ¢ CYHQT (cpeonee = cmanoapmuoe omxnonenue (025-Q75)).
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yeckuM BapuaHTam cuuapoma [20, 27-31]. IToatomy 1e-
JIbIO JIaHHO# PadoThl SIBMJIOCH JIETAJIbHOE HCCIIEIOBAHHE
rapamMeTpoB, XapaKTEePU3YIOUIMX HPOAOIDKUTEIBHOCTh U
JIICIIEPCHIO PEIOJISIPU3ALIMHI JKEITYIOUKOB Y OOJIbHBIX ¢ 1 1
2 BapuaHTaMH CHHJpOMa yuTnHeHHoTo nHTepBaia QT mpu
M3MEHEHMSIX YacCTOThl CEplIEUHbIX COKpalleHHH Ha (oHe
npoObl ¢ GpU3NYECKOl HArpy3KOH JUIsi BBISBICHHS CIICIH-
(rueCKUX MapKepOB JIaHHBIX MOJICKYJISIPHO-TEHETHUECKIX
BapUaHTOB CHH/IPOMA Y JIUI] MOJIOJIOTO BO3pacTa.

MATEPUAJI U METO/IbI
HNCCIIEJOBAHUA

O6cnenoBano 74 pedenka c CYNQT. B nepsyto rpym-
my Bonutd 45 nmetei B Bo3pacte ot 4 mo 17 met (13,9+£3,6
net: 36% MaTBIUKOB) C TEHETHUYCCKHU ITONTBEPIKICHHBIM
LQT1: 23 u3 mux (51%) uMenu MOBTOPHBIC CHHKOTIAIh-
Hble COCTOsIHMS B aHamHe3e. CHHKOIE
OBLTH CBSI3aHBI C (PU3NICCKON HATPY3KOii,
MIPOBOLUPOBAINCH SMOLMSIMH U 3BYKO-
BEIMH pa3IpakuTeNssMu. Bropyro rpym-

Tabnuuya 2.

ITapametpsr KT | LQTI1 (n=45) | LQT2 (n=29) | p (M-W) [ my cocraBumm 29 GONBHBIX C MyTAIUIMHU
Ipeararpyska B rene KCNH2 (LQT2) B Bo3pacre ot 5
4 124 no 17 ner (12,8£3,1 ner: 35% manbuu-
qCC, ywmn 73+12 (65-84) # 73£19 (63-75) # koB). ¥ 19 u3 THX 00mbHBIX (66%) UMe-
QT, mc 416+41 (380-420) | 436+52 (400-460) # 0,02 1 MECTO CHUHKOMAJIbHBIE COCTOSHHASA B
QTc, mc 457+39 (438-473) # | 474424 (456-488) # | 0,005 aHamHese. CHHKOIE MPOBOLMPOBAIHCH
QTp, mc 345435 (320-360) # | 349+44 (320-375) # (pustricCKoii  Harpy3Koil, omouuaMi,
TPOMKHM 3BYKOM, @ TaKKe Pa3BHBAIUCh
QTpc, Mmc 378+36 (352-396) # | 377+39 (377-393) # BO BpEMs OTIBIXA. CrIEMU(HIECKYIo an-
QTd, mc 41+£28 (20-50) # 95441 (70-130) # <0,001 THAPUTMHUYECKYIO TEPAIMI0 Ha MOMEHT
QTp-e, Mc 74+27 (60-80) 92+37 (70-100) # 0,009 UCCIICIOBAHUSI ONyYanu 26 GOJNBHBIX U3
Harpyska rpynnsl LQT1 u 18 - u3 rpynnst ¢ LQT2.
Kinunnueckas n OKI' xapakrepucTtuka
UCC, yn/mun 125422 (110-140) 133422 (116-150) GOMBHEIX IPEICTABIICHA B TA6I. 1.

QT, mc 344444 (320-380) | 299+37(280-320) | <0,001 BceM 60JIbHBIM TIPOBEIEHO MOJTHOE
QTc, mc 490+34 (469-519) | 439437 (413-469) | <0,001 KapIMOJIOTHYECKOE  KIMHHMKO-MHCTPY-
QTp, mc 27741 (260-300) | 227+35 (205-260) | <0,001 | MCHT&IBHOC 0OCICIOBaHHC, BRIOUAA
crangaptHyto OKI' B mokoe u pasnnu-
QTpc, mMc 394+41 (358-424) | 327+45(298-352) [ <0,001 HEX (DYHKIHOHATBHBIX COCTOSHHMAX,
QTd, mc 31+16 (20-40) 28+12 (20-40) JIOTITIEp-oX0oKapanorpaguueckoe  Uc-
QTp-e, mc 69+19 (60-80) 73429 (50-95) cienoBanue. Bo Bcex rpymmax OOThHBIX
[delta QTc], mc | 33+39 (+20-+54) | -35:45 (-68-+4) | <0,001 | >XOKapauorpaguccroe mccieosaime
TIO3BOJIMIIO HCKITIOUNTH CTPYKTYPHBIC U3-
Boceranosnenne MeHeHHs B cepaue. [lockonbKy B Hame
YUCC, y/mun 82+13 (75-90) 82+14 (74-95) npensiayiuei padore (Kanmunun JLA. u
QT, mc 410+45 (380-420) | 395441 (370-420) coaBT., 2011) [31] yxe ObLIO MOKa3aHO,
QTe, mc 476433 (452-500) | 460+36 (436-479) ato Gomenrie ¢ CYHQT noctosepro ot-
JIMYAOTCS OT 3/I0POBBIX KaK T0 3HAUYCHH-
QTp, mc 341436 (320-360) | 317+44 (285-345) am unrepsanos QT 1 QTc, Tax u 1o ma-
QTpc, Mmc 396+30 (376-414) | 341442 (352-394) 0,01 pamerpam UCC B [OKOE M Ha Harpyske,
QTd, mc 45437 (20-60) 69+38 (60-100) 0,004 B JIaHHOM MCCJICZIOBAaHUHM CPaBHEHMS CO

QTp-e, Mc 6916 (60-80) 78427 (60-90) S,HOPOELIMI/I JIETBMH HE ITPOBOJIHIIUCE.
[delta QTc],, mc | 15435 (+1-+37) | -23+46 (-50-+8) | <0,001 TpeceTTeCT IPOBOAIICA € HETOML"
- 30BaHKE OETOBO TOPOXKKH (TpEAMUIIA) C
[delta QTc],, Mmc -18+20 (-32--5) 14£28 (-6-+32) <0,001 nocrostaHol peructpanueit IKI (cucte-

3nech u ganee, p (M-W) - nocroBepHocTs paznnuuii LQT1 mo cpaBHEHUIO
¢ LQT2 (Mann-Whitney U Test), # - p<0,05 - cpaBHeHUE BHYTpH TPyIIII -
JIOCTOBEPHOEC OTIMYHKE MpeaHarpy3ka-Harpyska (Wilcoxon Matched Pairs
Test), [delta QTc], = QTc narpyska - QTc npexnarpyska, [delta QTc], = QTc
narpyska - QTc Boccranosnenue, [delta QTc], = QTc npeanarpyska - QTc

BOCCTaHOBJICHHC

Ma Harpy3o4dHbelx TectoB «CardioSofty,
General Electric Healthcare). IIpo6a
OCYIIECTBIISIACH 110 CTAHAAPTHOMY TIPO-
tokonmy Bruce (Bruce, 1971: Cumming,
1978) [32-34] mo moctmxenus YCC 170
VI/MHH WIH TOSBICHUS ycTanoctu. [lo-
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cne atoro OKI' mpomomxany perucTpupoBarh B T€UEHUE 5
MHHYT B ITOJIOKEHUH CTOsI ((ha3a BOCCTAHOBJICHUS).

B xome wuccrnemoBaHMA MPUMEHSIACh CTAaHAAPTHAS
OKT B 12 orBenenusix Ha ckopoctu 50 MM/C ¢ yCcHIIEHH-
em 0,1 MB/MM. Y Bcex mManueHTOB HCCIEAOBAHUS BBIMTOI-
HSUIACh HAa CHHYCOBOM PHTME, B YCJIOBHSAX HOPMAaJbHOTO
ATPHUOBEHTPUKYJSIPHOTO M BHYTPHIKEIYIOYKOBOTO MpPOBE-
nenusi. Uatepsan QT u3mepsisicst B MOKOE U Ha Harpy3Ke BO
II crannapraom orBeneHuu. IIpu 3arpyiHEHUAX B OLEHKE
oxoHuanus 3youa T, usmepenue nnrepsaia QT npoBoau-
JIOCh B JIEBBIX IpyAHbIX oTBeaeHusX (V5). MurtepBan QT
M3MepAICsS AByMs HE3aBHCHUMBIMU 3KCIIEpPTaMH OT Hadaia
komiuiekca QRS 10 okoHuaHus 3yona T, onpeaessiBiero-
sl KaK IepeceueHne N30JUHUN C KacaTeIbHOU, TIOCTPOCH-
HOW B 00acTH HanOOJICe BHIPAKCHHOIO CHIDKCHHS 3yOIia
T [35, 36]. QTc ompexnensuicst mo dopmyie baserra [3]:
QTc = QT (mc) / \ RR (cex). Usmepsuics unrepsan QTp
or Havyana komruiekca QRS mo Bepmuubl 3y6ma T, xoTo-
pblii Taroke Koppurupoasics 1o gpopmyie bazerra u 0003-
Hauascs kak QTpc. OuenuBancs Takxke nokaszarenb QTp-
e (QT peak-end) xax DKI' sKBHBaJEHT TpaHCMYpPaIbHON
nucnepeun penonspuzanuu [37]. QTp-e paccunTeiBancs
kak pasnuna mexay QT m QTp. Jducnepcus mHTEepBana
QT (QTd) omeHnBaack Kak pa3sHUIA MEKIY HAUOOIIBIIIHM
Y HAaUMEHBIINM 3HA4CHHE HWHTEepBasa
QT B 12 oTBenenusx [38].

[Mapametp [delta QTc] npume-
Hscst Auis oneHkn u3menenus YCC Ha
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yenust YCC Ha Bcex 3Tanax nmpoOsl Mo TpynmnaM J0CTOBEP-
HO HE pa3nuyanuch (Tadm. 2). HapyiueHuil cepaedHoro
pUTMa y 0OCIICIOBAHHBIX MPH BBIMOJIHECHHH CTPECC-TECTa
QTe 600 7 3 3 7 > 3
580 | o
560

520 T
500
480
460

440
420
400

380
360

LOT?2

LOTI

Puc. 1. Jlunamuxa unmepsana QTc y 6onvnvix c LOTI1
u LOT2 na smanax npoowl ¢ puzuueckoii nazpy3koi
(meouana, Q25 - Q75, MmuHuMAaIbHOC-MAKCUMATILHOE
3Hauenue), 20e 1 - npednazpyska, 2 - MaKkcumanivbHas
Hazpyska, 3 - 6occmanoenenue.

Tabnuua 3.

3uauenusn napamempos IKI' na smanax npoowlt ¢ ghuzuueckoii nazpy3xoi
y 6onvhvix ¢c CYHQT 6e3 anmuapummuyeckoi mepanuu (cpeonee %
cmanoapmnoe omknouenue (025 - Q75))

narpyske [delta QTc] = (QTc narpys-
ka - QTc mpeanarpyska) [39] u ans

OLCHKHN BOCCTAHOBJICHHS HWCXOJHBIX

snasenuit QTc ([delta QTc], = (QTc
Harpy3ka - QTc BoccTaHOBIEHHE):
[delta QTc], = (QTc mpemnarpyska -
QTc Boccranosienue) [40]).

CpaBuenne DOKI' mokazareneit
B pa3M4HbIX (pa3ax UCCICIOBAHUS U
rpymmnax oOC/IeIOBAHHBIX IPOBOIH-
JIOCh C MCIOJIb30BaHHEM TeCTOB Bui-
KOKCOHa W ManHa-YUTHH, COOTBET-
CTBCHHO. I[J'[S[ OLICHKHN OIITUMAJIBHBIX
MOPOrOBBIX 3HAYEHUI MoKa3arenei,
NpUMeHsieMbIX B (D depeHInanbHO-
JAUMAarHoCTUYCCKUX INEIAX, PaCCUHUThI-
BaJIM  XapaKTePUCTHYECKHE KPHBBIC
(ROC) u mokasarenb MIOMATN O
ROC-xpuBoii (AUC). Craructuyec-
KW aHau3 NPOU3BOAWICA B IIPOrpam-
Mme Statistica. JlaHHbBIE MTpeACTaBICHBI
B (opMe «cpermHee + craHIapTHOE
oTkioHeHne» (Mean+SD), a Tarke
B Buze 25 u 75 mpouentuien (Q25 -
Q75). Paznuuune cuutanoch CTaTUCTH-
yecku 3HaYMMbIM Tipu p < 0,05.

MHHOJIYYEHHBIE
PE3VJIBTATHI

Maxkcumanszas YCC Ha Harpys-
ke gocrurana 170 B muH (125422 B
muH) B rpynmne LQTI1, u 175 B Mun
(133£22 B muH) B rpynme LQT2. 3na-

LQT1 (n=19) LQT2 (n=11) p (M-W)
YCC npenH, ya/MuH 79412 (68-87) 85+25 (67-95)
QT npenn, mc 398+28 (380-410) # | 402+54 (380-440) #
QTc npenH, Mc 455439 (421-469) # | 467+20 (455-484)
QTp npenH, Mc 326+23 (304-340) # | 337+29 (310-360) #
QTpc npenH, mc 370+£35 (347-388) # | 390+7 (386-395) #
QTd mpenH, mMc 37+19 (20-50) 71+39 (30-100) # p=0,04
QTp-e mpenn, MC 74+12 (70-80) # 71£9 (60-80)
YCC narp, yn/mux 137+19 (118-150) 145+16 (130-154)
QT Harp, mMc 327+£56 (290-350) | 287429 (280-300) | p=0,03
QTc narp, mMc 476436 (444-493) | 445434 (438-469) | p=0,04
QTp Harp, mc 258+40 (225-280) | 216435 (180-260) | p=0,02
QTpc Harp, mMc 388+45 (351-417) | 317433 (300-338) | p=0,003
QTd narp, mc 33+15 (20-40) 21£11 (10-30)
QTp-e narp, mc 60+15 (55-70) 70+27 (40-100)
[delta QTc], mc 22437 (14-39) -22444 (-56-+15) | p=0,003
YCC Boccr, ya/MuH 89+£11 (80-97) 89+14 (80-97)
QT Bocct, Mc 387+19 (380-400) | 373425 (350-400)
QTc Bocct, Mmc 468431 (452-471) | 454428 (436-479)
QTp Boccer, Mc 320£16 (305-325) 311430 (280-340)
QTpc BocceT, Mc 390426 (378-401) | 381£27 (358-393)
QTd Boccr, mMc 34+19 (20-35) 49428 (30-70)
QTp-¢e Bocct, MC 65+10 (60-70) 61+£7 (60-70)
[delta QTc],, mc 6+37 (-8-+26) -12+£50 (-23-+18)
[delta QTc],, mc -17£19 (-24--5) 14£22 (-8-+24) p=0,004
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HE 3aperucTpupoBaHo. IIponomKUTETbHOCTS HHTEPBAIOB
QT u QTc Ha sTane npeaHarpy3Ku Obljia JOCTOBEPHO BbIIIE
B rpynmne LQT2, B To BpeMst Kak Ha MaKCUMyMe Harpy3Ku
nocroBepHo Oosbiiue 3HadeHus QT u QTc ormeuanucs y
6onpHbIX ¢ LQT1. Takum obpa3om, nuHamuka QTc Ha Ha-
rpy3ke B rpymmnax LQT1 u LQT2 Obuia pazHoHarpasieH-
Hoi: y nereit ¢ LQT1 untepsan QTc yBennuusancs, B TO
BpeMsi Kak y 00ibHBIX ¢ LQT?2 oH ymeHbInaics (ogy4eHbl
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Tabnuua 4.

Cpasnumensnutit ananus napamempos IKI' na smane npeonazpysxu y 60nvHvix
¢ CYUQT 6 3asucumocmu om anmuapummuieckoi mepanuu (cpeonee +
cmanoapmuoe omxnonenue (Q25 - Q75)).

bb - bb + p (M-W)
LQT1* 78£12 (68-87) 70£10 (68-77) p=0,02
UCC, yn/mun
LQT2* 85+25 (67-95) 67+10 (60-74) p=0,02
T LQT1 | 398+28 (380-410) | 428+44 (400-440) | p=0,005
, MC
LQT2 | 402+54 (380-440) | 456+39 (430-480) | p=0,004
QT LQT1 [ 452+38 (421-461) | 460+40 (438-478)
c, MC
LQT2 | 467+20 (455-484) | 478426 (457-500)
QT LQT1 | 326+23 (305-340) | 357436 (330-370) | p=0,001
, MC
P LQT2 | 337+29 (310-360) | 354+49 (340-390)
LQT1 | 370+35 (347-388) | 384436 (352-405)
QTpc, mc
LQT2 390+7 (386-395) | 371445 (370-391)
LQT]I 37£19 (20-50) 44433 (20-50)
QTd, mc
LQT2 71£39 (30-100) 105438 (75-140)
LQT1 74+12 (70-80) 74+33 (60-80)
QTp-e, mMmc
LQT2 71£9 (60-80) 100+41 (70-110) p=0,03

3nech u B Tabm. 5 u 6, BB - 6eraanpenobiokaropsr, * yncio 6omeHBIX BB+ ¢ LQT1
-26,¢ LQT?2 - 18; gncno 6ompabIX bb- ¢ LQT1 - 19, ¢ LQT2 - 11. p (M-W) - nocto-

BepHOCTH pa3mnunii bb- o cpaBaernto ¢ bb+ (Mann-Whitney U Test)

Taonuuya 5.

Cpasnumensnstit ananusz napavempos IKI' na makcumanvnoit nazpyske
y oonvnbix ¢ CYUQT 6 3a6ucumocmu om anmuapummuiecKkol mepanuu
(cpeonee = cmanoapmuoe omxnonenue (Q25 - Q75)).

bb - BB + p (M-W)
LQT1 138+20 (118-150) | 116+19 (100-130) | p=0,001
UCC, yn/muH
LQT2 | 145+16 (130-154) | 126+21 (114-140) | p=0,01
oT LQT1 | 317436 (290-340) | 362438 (330-400) [ p=0,0004
, MC
LQT2 | 287430 (280-300) | 30640 (280-330)
QT LQT1 | 476436 (444-493) | 50030 (476-526) | p=0,01
C, MC
LQT2 | 445+34 (438-469) | 435439 (400-472)
oT LQT1 | 258440 (225-280) | 289437 (260-320) [ p=0,02
, MC
P LQT2 | 216435 (180-260) | 231£36 (210-260)
LQT1 | 388445 (351-417) | 398+39 (363-430)
QTpc, mc
LQT2 | 317433 (300-338) | 332449 (296-361)
LQTI1 33+15 (20-40) 30+17 (20-40)
QTd, mc
LQT2 21£11 (10-30) 31£12 (20-40)
LQT1 60+15 (55-70) 75+19 (60-90) p=0,01
QTp-e, mc
LQT2 70+27 (40-100) 75+30 (50-90)
LQT1 22+37 (14-39) 39+39 (23-67)
[delta QTc],, mc
LQT2 | -22444 (-56-+15) | -43£45 (-76--6)
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JIOCTOBEepHBIE OTAMuus npu cpaBHeHMH QTc Ha mpemHa-
rpy3Ke U Makcumyme Harpy3sku) (puc. 1). IToka3zarens [del-
ta QTc],, oTpaxkaromuii JMHAMUKY U3MEHEHHUS UHTEpBaa
QTc Ha Harpy3ke, 6bu1 JOCcTOBepHO BhIe B rpymnmne LQTI
3a cueT yBenmueHus QTc Ha Harpyske.

Nntepsan QTp, B ucxone HE OTAUIABIIUKCS 110 JAJTH-
TENBHOCTH MEXAY TpyIIlaMH, Ha Harpyske MMen JTO0CTO-
BepHO Oosbliee 3Hadenue B rpymnne LQT1. Ananoruunas

KapTHHA MPOCIESKUBACTCS B OT-
Homenuu QTpc. Hucmepcusi QT
(QTd) ucxonHo Ha mpemHaArpysKe
ObuTa OosbIe Y O0bHBIX ¢ LQT2,
onHako ¢ yBennyeHunem YCC pas-
JMYMST YMEHbBILIAIUCh, U Ha (hOHE
Harpy3Kd JaHHbII IOKa3aTejb B
o0eux rpymmax I0CTOBEPHO HE
paznuuancs. [lokazaren QTp-e
ucxonHo mpu LQT2 mnpessiman
takoBot mpu LQTI, ommaxo c
npupoctom YCC Ha Harpyske, jae-
MOHCTPHPOBAJI CXO/IHbIE 3HAYCHUSI
B 00CHX rpyImax.

3nauenus [delta QTc], 6bm
nocToBepHo Bore B rpymnme LQT1.
OTO CBA3aHO C TEHJCHIMEN K CO-
Kkpamienuto uaTepBana QTc, usme-
PEHHOTO B IIEPUOJI BOCCTAHOBIJICHUS
no cpaBHeHuto ¢ QTc Ha Harpyske
npu LQT1 u ¢ yBenuuenuem - npu
LQT2. B 10 e BpeMs, 3HAYCHUS
[delta QTc], Gty BhILIE B rpyIIIIE
LQT2, uto 00yClIOBICHO TEM, YTO
HE MPOUCXOJUT OKOHYATEJIHHOTO
Bo3Bpamenuss uHTepBana QTc
UCXO/IHBIM 3HAUEHUSIM K 5 MUHYTE
BOCCTAHOBJICHUSI.

VY 6onbabix ¢ LQTI, nmes-
IMX CUHKOIIE B aHaMHe3€, ObLIN
BBISIBJICHBI [TOCTOBEPHO OOJIbIIIHE
3HAYCHUS, YeM Y JIeTeH 0e3 CHHKO-
e, JUIs CIeAYIOINX MoKa3aTeNe:
QT mpennarpyska, QTp mpeana-
rpy3ka, QT marpyska, QTp Ha-
rpy3ka, QTd Harpyska, QT Boccra-
HoBieHue, QTp BoccTaHOBICHME.
3nagenus YCC narpysku u UCC
BOCCTAHOBJICHUSI ObUIM B JaHHOM
rpynie JOCTOBEPHO HUKE. BplsB-
JIeHHasl 3aKOHOMEPHOCTh CBs3aHA
C IIpUMEHEeHHeM OeTa-0JI0KaToOpoB
y 60NBIIMHCTBA OOJBHBIX C CHHKO-
HaJbHBIMU COCTOSIHUSIMH.

Pesynbrarel anamuza OKIT
JAHHBIX JIeTeil, He MOJIyYaBIIMX
AHTHAPUTMHUYECKYIO TEpanuio
Ha MOMEHT ITPOBEJCHUsSI TPOOBI C
JIO3UPOBAaHHOI (QU3NYEeCKOH Ha-
Tpy3KOii, IpeaCcTaBIeHkI B Ta0MI. 3.
Kak BuaHO M3 TaOIHUIEI, B IEIOM,
JNUMHAMHUKA II0Ka3arejler ocTaeT-
Csl aHAJIOIMYHOM TAaKOBOM B CMe-



[IAHHOW TPyINIe, a yMEHbIIEHHE KOINYECTBA IOCTOBEPHO
OTJIMYAOLIUXCS TI0Ka3aTeaeil U yBeJIuYeHUe 3HaueHuu P
MOKET OBITH OOBSICHEHO MEHBIINM KOJIHYECTBOM IETEH B
rpyImax.

B T1abn. 4-6 mpencraBieH aHanu3 BIMSHHUS aHTH-
aputmuueckoit Teparuu Ha DK mokazarenu B 3aBHCHMO-
ctu ot Bapuanta CYNQT. Kak BuiHO U3 IpeCTaBICHHBIX
JIAHHBIX, 0eTa-0JO0KAaTOPbl OKa3bIBAIOT KOHTPOJIUpYIOLIEEe
nerictBur Ha YCC u cBSI3aHHOE ¢ DTUM BIHUSHUEM HEKOTO-
poe nosbImeHne 3HaueHnH QT u psAga ero mpon3BOIHBIX
(QTp, QTpe). Takxke HEOOXOAUMO OTMETUTb, YTO 3HAYE-
Hust QTc Ha Harpyske y GonbHbIX ¢ LQT1, nomyuaBmmx
OeTa-010KaTopbl, ObUIN JOCTOBEPHO BBIILIE B CPABHEHHHU C
JIETbMH U3 9TOH e TPYIIIbI, HE TOAYYaBIIMMH ITH IIperia-
patbl (500430 mc no cpaBHeHuto ¢ 476+£36 Mc), 4To ObLIO
00yCIIOBJIEHO Ha3HAYEHUEM CIel(DUUECcKoil Tepanuu Je-
TSIM ¢ OoJiee TSDKEJbIM TeUeHHEM 3a00JIeBaHusI.

Jupppepenyuanvho-ouaznocmuueckue Kpumepuu

Mbl IpUMEHHIM METOJ| XapaKTePUCTUYECKUX KpH-
BBIX JUIS OLIEHKHM ITOKa3aTesed, MMEBIIUX JOCTOBEPHBIC
OTJIMYMs Ha Harpy3Kke ¥ BoccTaHoBneHuu B rpynmnax LQT1
u LQT2 (tabn. 7). Cornacuo nokazatento AUC, HanOomIb-
el “HPOPMATUBHOCTBIO M3 JIOCTOBEPHO OTIMYABIIMXCS
nokasareneii B nopsxe yorianus obnananu: [delta QTc],
QTpc Ha narpyske, QTd mpemnarpyska, QTc Harpyska,
[delta QTc],. Onnako, npuHUMas BO BHUMAHHE, YTO Ha-
uboJjee pacrnpoCTPaHEHHOH SIBIISETCS OLEHKA MOKa3aTelis
QTc, B kadectBe audhepeHIrnanIbHO-IUAIHOCTHYCCKUX
kputepueB LQT1 mms xInHIYECKON MPaKTHKH MOXKHO pe-
KomeH1oBath 3Hadenus [delta QTc] >10 mc, QTc Ha mak-
cumyme Harpysku >460 mc u [delta QTc], <10 mc. B Tabu.
8 mpuBeneHbl aHaNOTHYHbIe TU(depeHIranbHO-AnarHoc-
tnaeckne kputepuun LQTI1 s
JICTeH, He MoJTyJaroIux oera-0s1o-
KaTOpbl. 3HAUCHHS ITHX IOKa3are-
JIe MpakTUYeCKH He OTINYAIOTCA
OT TaKOBBIX Ha (pOHE IpHuema Te-
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Horo yBenudeHus uHtepsaia QT [40]. denomen Heanek-
BaTHOTO yKopoueHus QT Ha Harpyske MO3BOJISIET BHECTH
SICHOCTb B CJIOXKHBIX JIJIsI IMarHOCTHUKY citydasix. Haubonee
nH(pOpMaTHBHOM siBIsieTcs onleHKa uHTepBasia QTc. Dror
MoKazareb NposiBUII ce0si Kak Hanbosiee JOCTOBEPHBIA B
JuarHoctuke, nuddepeHnnanbHoil TMarHocTUKe U Ipo-
rao3e CYUQT.

Pe3ynprarhl Hallero UCciIe0BaHMs COITIACYIOTCS C
pe3yasTaTaMu 3apyOeKHBIX HCCISTOBAHUNA Ha B3POCIBIX
MalMueHTax, MoKa3aBIlIuX, YTO B LEJOM /sl OOJBHBIX C
CYUQT xapakTepHO yMEHbIICHHE JJINTEIBHOCTH JKEIy-
JIOYKOBOH penoisipu3anuu Ha Harpyske [16, 41, 42]. Ana-
JoruyHO padoram [41-44], Hamie uccie0BaHUE BbISIBHIO
OTJIMYMS B JUIMTEIILHOCTU M IMHaMuKe uHTepBaioB QT u
QTc Ha Harpy3ke B 3aBUCHMOCTH OT T€HETHYECKOTO Ba-
puanta cunnpoma (LQTI1, LQT2). JIunamuka cokparie-
Hus untepBana QT nHa Harpyske y gereit ¢ LQT2 6suta
MaKCHMalbHO BBIPAaXXEHA, YTO COIIACyeTCs C paboToi
H.Swan u coaBrt. [26], moKa3aBIIUX, YTO COKpalleHUE
natepBana QT nmpu LQTI mpakTtuyeckn HE OTIHYAETCA
OT KOHTpoOJIs, Toraa kak nmpu LQT2 ono BeipaxeHo. B pa-
6orax P.Schwartz u coaBT. Tak)e ObLIH MOATBEPIKICHBI
pas3Iuuusg B M3MEHEHHUSAX JIUTENBHOCTH JKEIyI0YKOBOI
penonspuzanuu B oTBeT Ha yBenuuenue UCC mpu pas-
HBIX TEHETUUYECKUX BapuaHTax cuHapoma [25, 45]. Pas-
HOHAIpaBJIeHHAs TUHAMHKa u3MeHeHus nateppana QTc,
NoKa3aHHasi B Halleld paboTe, corviacyercsi ¢ JaHHBIMU
pabot [13, 40, 43, 44, 46]. B psine uccinenoBanuii [41,
47], nokassiBaromux ymiuHeHue QTc Ha Harpyske Kak
mpu LQT1, tak u npu LQT2, Tem He MeHee, oTMedaeTcs,
yTo Oonee BbipaxkeHHOe yBennueHue QTc mmeeT MecTo
mpu LQT1 mo cpaBrenuto ¢ LQT2.

Taonuua 6.

Cpasnumensuutit ananus napamempos IKI' 6 6éoccmanosumenvnom nepuooe
y 0onvnbix ¢ CYUQT 6 3a6ucumocmu om anmuapummuiecKkol mepanuu
(cpeonee = cmanoapmmuoe omkaonenue (Q25 - Q75)).

panuu. bb - bb + p (M-W)
OBCYKJIEHUE I LQT1 89+11 (80-97) 78+13 (68-87) | p=0,005
, yI/MUH
1}%;;’;3‘;‘;3? e LQT2 | 8914 (80-97) | 79+13 (73-85)
ot LQT1 | 387+19 (380-400) | 425+50 (400-440) | p=0,0005
., MC
5 B nawem uccienosanmy He LQT2 | 373426 (350-400) | 406+44 (370-430) | p=0,046
Mlzz;) f{bé;{(};ﬂggo;;;g;:;n; ;Hedf:f; or LQTI1 468+31 (452-471) | 480+34 (451-500)
C, MC
¢ LQT! u LQT2. Kak u npesro- LQT2 [ 454428 (436-479) | 463+40 (443-477)
naranocse, y 6omnbHbix ¢ CYUQT, oT LQT1 | 320+16 (305-325) | 353+39 (320-380) | p=0,001
, MC
noJydaBIIkX  OeTa-OlIoKaTophl, P LQT2 | 311430 (280-340) | 319+49 (300-360)
OTMCUCHEI A0CTOBEPHO ostee His- LQT1 | 390426 (378-401) | 40032 (376-427
ke 3HaueHnsa YCC Ha Bcex sTanmax QTpe, Mc Q (378-401) (376-427)
npoOBl.  JTMTENBHOCTS  PETIOJIs- LQT2 | 382427 (358-393) [ 366+47 (349-395)
pusanuu (untepsan QT) cmysxut Td LQT1 34+19 (20-35) 52+44 (20-80)
OMHUM H3 OCHOBHBIX Jgd;ﬁm% QTd, me LQT2 49+28 (30-70) | 78+39 (55-100)
P Qr LQTI | 65:10(60-70) | 7219 (60-90)

JIHAKO, B pAAC CIIy4acB, JaXXC B QTp_e’ MC —
ceMbsix 60bHbIX ¢ CYUQT, mim- LQT2 61+7 (60-70) 84+30 (60-100) p=0,04
TenbHOCTh MHTepBana QT He mo3- delta OT: LQT1 6+37 (-8-+26) 20+33 (9-47)

BonﬂeuT YCTaHOBHUTH BCEX YJIEHOB [delta QTc],, mc LQT2 12450 (-23-+18) | -28+45 (-61-+4)
CEMEU C HaACJICACTBCHHBIM Bapf/)l— LQTl -17+19 (_24“5) 220421 (—32--6)
AaHTOM CHHJIpOMa, Tak Kak 10 30% [delta QTc],, mc

OOJILHBIX MOTYT HE IMETh OUCBH/I- LQT2 14422 (-8-+24) 15431 (-2-+32)
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[To pe3ynbTaraM Halero UCCieI0BaHusl, IOKa3aTellb
[delta QTc],, orpaxaromuit crenens npupocra QTc Ha
Harpyske, CIIy>KUT Han0oJiee TOYHbIM, POCTHIM U JOCTYII-
HbIM (D DepeHInabHO-THaArHOCTUYECKUM  KPHUTEPUEM.
Junamuka moxazatens QTc Ha BoccTaHOBIeHHH ObLTa
CXOJIHA C pe3yJIbTaTaMu, oJdy4YeHHbIM B pabote J.Horner u
coast. (2010) [40]. JuddepeHnnanbHO-THarHOCTUICCKIE
3HaueHus: napamerpoB QTc recovery latency, Bbruncisie-
moro 1o dopmyne [QTc 1 mun. Boccranosienus - QTc 5
MuH. BoccraHoBieHus | u delta QTc = (QTc 3 muH. BoccTa-
HoBleHUs - QTc mpegHarpys3ka), aHaJIOTHYHBIX HCIOJb-
soBanHbIM Hamu [delta QTc], u [delta QTc]; ommyamnce
HE3HAYUTEJIbHO B THpeneliaX pazinduidi METOIUYECKUX
MO/IXOJIOB K M3MEPEHHIO B 3aBUCUMOCTH OT JUTUTEIbHOCTH
BoccranosieHus. Tak no ganHbM P.Aziz u coasr. (2011),
JMHATHOCTUYECKasT 3HAYUMOCTh rmokasatens delta QTc na
BOCCTAHOBJICHUH CYILECTBEHHO 3aBUCHUT OT BPEMEHH M3-
Mmepenus (3, 5 wn 7 munyTa) [43].

ITokazarenmu QTd u QTp-e, oTpakaroiiue CTENEHb
BBIPAKEHHOCTU IIPOCTPAHCTBEHHON M TPaHCMYpPaJbHON
nucnepenn penossipuzanuu [38, 48], ObuM TOCTOBEPHO
Beiie B rpynne LQT2 na npeanarpyske, ofHaKo Ha Ha-
rpy3Ke OTIMYUSI MEXIy TpyNIamMy CIIKUBAIUCH, 4TO
ObUIO OOYCIIOBJIGHO YMEHBIICHUEM BBIPAKEHHOCTH JIUC-
nepcun y 6osbHbIx ¢ LQT?2. Hamu pe3ynbrarsl comiacyoT-
cs ¢ nannbiMu A.Hekkala u coasr. (2010), noka3zaBmmimu
yT0 3HaueHus Tp-e Ha Harpy3ke npu LQT1 He MeHsroTCS 1M
cokpamatorcst mpu LQT2 [37].

Taonuua 7.

Pacuem nopozoswix 3nauenuii o1a ouaznocmuxu LOTI
no pezynomamam npodvl ¢ 003UPOBAHHON usuuecKoll
Hazpy3K0il N0 OAHHBIM XAPAKMEPUCMUYUECKOI KPUBOTL
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Mopdoonorun 3ybna T 1mo maHHBIM psifia aBTOPOB
CIIy)KHUT JOTOJHHUTEIBHBIM JJHarHOCTUYECKUM ITPU3HAKOM
qutst BeisiBiieHust 60bHBIX ¢ CYUQT u npoBenenus aud-
¢bepenumanbHoit quarnoctuxu [15, 44]. Kak Obuto moka-
3aHO B Hauled mpenpymeid padore [31], Takke Kak u 'y
B3pocielx, y neteir ¢ CYMQT B mokoe 3TOT mokas3arenib
JIEMOHCTPUPOBAJ BBICOKYIO JH((hepeHInanbHO-MarHoc-
THUYECKYIO 3HAUUMOCTb, OJIHAKO Ha (oHE (PU3MYECKON Ha-
I'PY3KH UCXOAHBIE PA3ITUUUSA MEXKTY MOJICKYIIIPHO-TCHETH-
YECKUMH BapUaHTaAMHU CIVIA)KHBAJIUCh.

Takum oOpa3om, HanboIee pacpocTpaHeHHas Gop-
Ma cuHapoma - LQT1 - xapakTepusyercsi 3HAYUTEIbHBIM
yBenudeHueM nuTepBana QTc mpu noseimennn YCC Ha
Harpyske, 4TO TaKXKe OTPaKaeTcs B YBEIMYECHHUH IOKa3a-
tenei delta QTc u QTpce. I[Ipu LQT2 cokpaieHue uHTEp-
Bana QTc nocToBepHO OoJsiee BBIPAKEHO, YEM B IpYyIIIIE
LQTI. Jnsa LQT2 moka3aHO yMEHbIIEHUE BBIPAKEHHOC-
TH TUCTIEPCUH PENONApH3alMy Ha Harpys3ke (MHTEpBabI
QTd, QTp-e).

BbisiBiIeHHbBIE pa3iinuusl BaXHO YYUTHIBAaTh 0COOCH-
HO B CJIO)KHBIX JMAarHOCTHYECKUX CIydasx, KOIna u3mepe-
Hue uaTepBana QT u oreHKa COCTOSHUS PENOISIPU3AIIH
B IIOKOE€ HOCST COMHHTENIbHBIH Xapakrep, a (akTopsl,
MIPOBOLIMPYIOIINE CHHKOINE, HE SBISIOTCS OCTATOYHO
cneuuuyHbiMU. YiuinHenue nHtepBaia QTc Ha Harpys-
K€ B 9THX CJIydasiX CIYXHUT BaXHBIM Ju(PepeHIInaaIbHO-
JIMarHOCTUYECKUM KPUTEPUEM, CBHUJIETEIbCTBYIOIIMM B
nonb3y LQT1. Ilpumenenue xpurepus [delta QTc], > 10
MC TO3BOJIICT MPOBECTH MU(PPEPCHINATBHYIO AHa-
THOCTHKY 3Toro BapuanTa ¢ LQT2. Jns quarHocTuKH
B MOIPAaHUYHBIX CIYYasX JOMYCTHMO TaKKE OPUEH-
THPOBATHCSA Ha 3HAYECHUS JIUTEIHHOCTH HWHTEpBasa
QTc na Harpy3ke > 460 mc.

Hecmotpst Ha TO, 4TO, 10 MHEHMIO psijia aBTO-

AUC | Cutoff | Se, % | Sp, %

pOB, npuMeHeHHe OeTa-0JI0KaTOpOB BIIMSIET Ha B3a-
QTp_e HPCAHArpysKa, MC 0’61 <70 63 63 HMMOOTHOIICHUEC MEXKIAY IMTCIBHOCTHIO HMHTCPBAJIA
QT narpyska, mc 0,76 | >320 76 72 QT u UCC, a Takxke OKa3bIBAET KOHTPOIMPYIOLIEE
[delta QTc],, Mc 0,76 >9 72 78 pmusinue Ha mpupoct YCC [42, 49], GoabIIMHCTBO
QTp Harpyaa, mc 0,80 | >270 65 38 UCCJICIOBAHUIL, BKJIIOUAsl HACTOSIIIEE, [TOATBEPIK/IACT,
del T 0.83 =10 93 63 YTO 3TO BJIUAHUC HE CYHICCTBCHHO C TOYKH 3PCHUL
[delta QTc],, Mo > muddepenunansHoit auarHoctukn LQT1 m LQT2
QTc Harpyska, MC 0,84 | >459 84 69 [12, 40, 42, 43, 50]. [TIpuem GeTa-6;10KaTOPOB HE OKa-
QTd npenHarpy3Kka, Mc 0,85 <50 81 83 3bIBaJl CYIIECTBEHHOTO BIMsiHMS Ha AuHaMuKy QT,
QTpc Harpyska, MC 0,85 | >339 [ 95 71 mucnepenn QT n T%aHCM(;paanoﬁ AHCTICpCHH PErIo-

JsIpU3aluy Ha npode ¢ (PU3MUECKOM Harpys3Koil mpu
[delta QTc] , mc 0,90 > 11 89 86 LQTI u LQT2.

Tabnuuya 8. Ozpanuvenus HACMOAU|E20 UCCTe008aAHUS U

Pacuem nopozoguix 3nauenuil o1a ouacnocmuxu LOTI
no pezyivmamam npoowvl ¢ 003UPOCAHHON husuuecKkoil

HA2py3Koil 01151 OONLHBIX 0€3 AHMUAPUMMUYECKOI mepanuu

N0 OAHHBIM XAPAKMEPUCMUYECKOT KPUBOUL.

Hanpaeienus oyOyuwux uccieo08anuil

OI‘paHI/I‘IeHI/Iﬂ HUCCJICAOBAHUA CBs3aHbI C OTHO-
CUTEIBbHOM HEMHOTOYHCIEHHOCTBIO Tpynrl ¢ TEHETU-
YECKHU MOATBECPKACHHBIMU BapHaHTaMU BPOXICHHO-
ro CYUQT, uTo, B 9aCTHOCTH, TOCITY>KIJIO IPHYUHOMN

AUC | Cutoff [ Se, % | Sp, % | He BKIIOUEHNA B HACTOALLEE MCCIEAOBAHHE IPYIIIbL

- - nanueHToB ¢ LQT3. D10 orpannuenue Oyner npeojo-

QT Harpyska, mc 0,70 > 300 0,74 0,64 JICHO IIPU PACLIUPEHUH MOJIEKYJIIPHO-T€HETUUYECKOU
QTc Harpyska, Mmc 0,71 | >462 [ 0,72 [ 0,73 JIMaTHOCTHKH B 3TOM TPyIIIe GOIbHBIX.

QTp Harpy3ka, MC 0,79 > 230 0,75 0,71 Kpome Toro, BeIsIBICHHE CHHAPOMA Y OOJIBHBIX

[delta QTc] , Mc 0.83 >6 0,84 0,72 C BBICOKUM PUCKOM BHe3aanl71 CepAeYHON CMEPTH Ha

MOMEHT JHMarHOCTHKH, TPeOOBalIO He3aMeIUTEINb-

[delta QTe],, mc 0,85 =10 0.94 | 0.67 HOTO Ha3HAueHHWsl Teparnuu Oera-0J0KaTopamMH, uYTO

QTpc Harpyska, Mc 0,90 [ >339 | 0,94 | 086 HE MO3BOJIMJIO B PSIJIE CIIy4aeB OLICHUTH BIUSHUE QU-
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3U4eCcKOi Harpy3ku Ha uHTepBan QT 10 Ha3HAUEHUS ATUX
npemnaparoB. B To jke Bpemsi, Kak OTMEUanaoch BBIIIE, 3TO
OTpaHHUYEHUE MPEICTABISETCS OTHOCUTEIHHBIM B CBSI3U C
TEM, YTO BJIMsSHUE OeTa-0JI0KaTOPOB Ha Haubosee 3HAUH-
MbI€ B HAIlleM WCCIIEJOBAHUU MapKephl BAPUAHTOB CHH]I-
poMa He TIOATBEPIUIOCE.
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[Imanupyercs Taxke OLIEHUTh B POCCUIICKOH BBIOOP-
ke nereii ¢ CYNQT xknmHUYECKYyI0 3HAaYUMOCTh MPENJIo-
JKCHHBIX JIPyTUMH aBTOPAMH METOJOB IMArHOCTHKH, Ta-
Kkux Kak simHeliHas perpeccust QT/UYCC, ouenka GpeHomeHa
rHCTepe3nca - MpopokeHus cokpamenus QT Ha Boccra-
HOBJICHHH, a TAKXKe Psjia IpyTuX.
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BO3MOXXHOCTH ITPOBbI C JIO3MPOBAHHOM ®U3NYECKON HATPY3KOM B JIMOGOEPEHIIMAJILHOM
JIMATHOCTHUKE TEHETUYECKHX BAPUAHTOB BPOX/IEHHOI'O CUH/IPOMA YIJINHEHHOI'O
MHTEPBAJIA QT
JILA.Kanunun, P.A.Unvoaposa, M. A.LlIxonvruuxosa

C 1enbio UCClIeA0BaHUs TapaMeTPOB, XapaKTEPU3YIOLIUX IPOJOIKUTEILHOCT U JUCTIEPCUIO PETIONAPU3ALIUY JKe-
JYJJOYKOB y O0NbHBIX ¢ | 1 2 Bapuantamu cunapoma yuimaenHoro uatepsaia (CYUN) QT npu n3MeHeHHsIX 4acTOThI cep-
neunbix cokpamenuit (UCC) na pone npobsI ¢ puznueckoii Harpyskoi (PH) obcnenoBano 74 pedenka. B nepyro rpyn-
my Bouutd 45 nereit B Bo3pacte ot 4 1o 17 net (13,9+3,6 set: 36% MaJIBY4MKOB) C TeHETUYECKH oATBepKaeHHBIM LQT1.
Bropyto rpyniy cocraBuiu 29 6onbHbIX ¢ MyTanusiMu B rene KCNH2 (LQT2) B Bospacte ot 5 1o 17 ner (12,8+3,1 ner:
35% manpankoB). CrieupuuecKyr0 aHTHAPUTMHUYCCKYIO TEPAITM0 HA MOMEHT MCCIICOBAHUS MOTydaind 26 OOJIBHBIX U3
rpynnel LQT1 u 18 - u3 rpynner ¢ LQT2. Crpecc-tecT npoBoauics ¢ UCHOJIb30BaHUEM TPeAMMUIIA 110 MpoTokoidy Bruce
1o nocrwkennst YCC 170 yn/mun nnm nosieienust ycranoctu. Murepsan QT m3mepsuicst B mokoe n Ha Harpyske Bo 11
cranaaptHom oteenennu. QTc omnpenensuics o gopmyne bazerra. Usmepsuncs unrepsan QTp oT Hayana KomIiekca
QRS o Bepmmnst 3yoma T, QTp-e (QT peak-end) xak pasuuna mexay QT u QTp. ducnepcust uateprana QT (QTd)
OLICHMBAJIACh KaK pa3HHIAa MEX/ly HauOOJIbIINM U HauMeHbIIUM 3HaueHne uurepsaia QT B 12 orBenenusx. [lapamerp
[delta QTc] mpumensics ans ouenku nsmenenus YCC na narpyske [delta QTc], = (QTc narpyska - QTc npennarpyska)
[39] u 11 ouenku BoccTaHoBleHUs Ucxoanbix 3Hauenni QTc [delta QTc], = (QTc narpyska - QTc BoccTaHOBIEHHE),
[delta QTc], = (QTc npennarpyska - QTc BoccTanoBnEHHE).

[ponomxurensuocts uHTepBanoB QT u QTc Ha sTane npenHarpy3ku Oblia J0CTOBEpHO BhIlie B rpymmne LQT2,
B TO BpeMs KaK Ha MaKCUMyME Harpy3ku JocToBepHO Ooubiiue 3HaueHuss QT u QTc ormeuanucs y 6onpabIX ¢ LQTI.
Takum obpazom, muHamuka QTc Ha Harpyske B rpynmnax LQT1 u LQT2 Obuia pasnonanpasienHoi: y nereit ¢ LQT1
unrepsan QTc ysennuupaics, B To Bpems kak y OonbHbix ¢ LQT2 on ymenbinascs. Ilokasarens [delta QTc], 6bu1 10-

BECTHUK APUTMOJIOTI' NN, Ne 73,2013



24

ctoBepHo Bbime B rpynne LQT1 3a cuer yBenuuenust QTc na Harpyske. Mutepsan QTp, B ucxone HE OTIMYABIIMHACS
O JAJMTENILHOCTH MEXAY TPYIaMH, Ha Harpy3ke UMell JOCTOBEepHO Oosbliree 3HaueHue B rpynne LQT1. Ananornynas
KapTuHa npociexusaercs B otHomeHud QTpe. ucnepcust QT (QTd) ucxoaHo Ha npeaHarpy3ke Oblia 0oJbiie y 00JIb-
Heix ¢ LQT2, ognako ¢ yBenuueHrneM YCC pa3nuuunst yMEHBINAINCH, M Ha (DOHE HArPY3KH JaHHBIN MOKa3aTeIb B 00CHX
rpynmnax A0ctoBepHo He paznuuancs. [Tokazatens QTp-e ucxonno npu LQT2 mpeswiman takoBoi mpu LQT1, ognako
¢ npupoctom YCC Ha Harpyske, JIEMOHCTPUPOBAJ CXOJIHbIE 3Ha4eHHUs B 00enx rpynnax. 3nadenus [delta QTc], Obun
noctoBepHo Boitie B rpynme LQT1. ¥V 6onpubix ¢ LQT1, umMeBImMX CMHKOME B aHaMHE3€, ObUTH BBISIBIIEHBI JJOCTOBEPHO
OoupIlIue 3HAYCHHMS, YEM Y JieTelt 6e3 cuHKoIe, JuTs cieayromux nokasareneii: QT npennarpyska, QTp npennarpyska, QT
Harpyska, QTp narpyska, QTd Harpyska, QT Boccranosienue, QTp Boccranosnenue. 3naucHus YCC narpysku u UCC
BOCCTAHOBJICHUS ObLIM B JJAHHOW TPYyIIE AOCTOBEPHO HMKE. BBISBICHHAS 3aKOHOMEPHOCTh CBSI3aHA C NMPUMEHEHHEM
OeTa-010KaTOPOB y OOJIBIIUHCTBA OOJBHBIX C CHHKOMATBHBIMUA COCTOSIHUSIMH.

Takum obpazom, Haubosee pactpocrpaHenHast popma cunapoma - LQT1 - xapakrepusyercst 3HaYNTEIbHBIM yBe-
mnyenueM uHTepBaia QTc mpu noseimennn YCC Ha Harpy3ke, 4TO TaK)Ke OTpayKaeTCs B yBeJIMUSHNH Mokazareneii delta
QTc u QTpc. IIpu LQT2 cokparenue uarepsaia QTc gqoctoBepHO Ooiee BhipakeHO, ueM B rpymme LQT1. Jus LQT2
MOKa3aHO YMEHbBIIICHNE BRIPAKEHHOCTH AMCIIEPCHUH pernojisipu3anny Ha Harpy3ke (natepsaisl QTd, QTp-e).

POTENTIALITIES OF GRADUAL PHYSICAL EXERCISE TEST IN DIFFERENTIAL DIAGNOSIS
OF GENETIC TYPES OF CONGENITAL LONG QT INTERVAL SYNDROME
L.A. Kalinin, R.A. Ildarova, M.A. Shkolnikova

To assess parameters pertinent to duration and dispersion of ventricular repolarization in patients with Types 1 and 2
of the long QT syndrome during the changing heart rate at the background of gradual physical exercise test, 74 pediatric
patients were examined. Group I consisted of 45 pediatric patients aged 13.9+3.6 years (4 17 years; boys: 36%) with
genetically confirmed long QT syndrome of Type 1 (LQT1). Group II consisted of 29 patients with the KCNH2 gene
mutations (long QT syndrome of Type 2, LQT2) aged 12.843.1 years (5 17 years; boys: 35%). By the study inclusion, 26
patients of Group LQT1 and 18 subjects of Group LQT2 have received specific antiarrhythmic therapy. The stress test
was performed on treadmill according to the Bruce protocol until reaching target heart rate of 170 bpm or development
of fatigue. QT interval was measured in Lead II at rest and on exertion. QTC was calculated according to the Bazett’s
formula. Measured were the QTP interval from the QRS complex onset to the T-wave peak and the peak-end QT interval
(QTP-E) as the difference between QT and QTP. The QT interval dispersion (QTD) was calculated as the difference
between the longest and shortest QT intervals in 12 leads. The AQTC index was used for assessment of the heart rate
response to physical exertion (AQTCI1 is QTC at exertion minus QTC pre-exertion) and of recovery of the initial QTC
levels (AQTC2 is QTC at exertion minus QTC in the recovery period; AQTC3 is QTC pre-exertion minus QTC in the
recovery period).

The QT and QTC interval duration before exertion were significantly longer in Group LQT2, whereas longer peak
exertion QT and QTC intervals were found in Group LQT1. Thus, the QTC dynamics at exertion in Groups LQT1 and
LQT2 were differently directed: it increased in the patients of Group LQT1 and decreased in Group LQT2. AQTCI1 was
significantly higher in Group LQT1 due to an increased QTC interval at exertion. The QTP interval did not differ initially
in the groups and became significantly longer at exertion in Group LQT1. The same trend was found for the QTPC in-
terval. QTD at baseline and pre-load was more pronounced in the patients of Group LQT2; however, with the heart rate
rise, the difference diminished and, at exertion, the index did not significantly differ in both groups. The QTP-E index
at baseline in Group LQT2 was higher than in Group LQT1; however, with the heart rate increase at exertion, similar
values were observed in both groups. The AQTC2 values were significantly higher in Group LQT1. In the Group LQT1
subjects with a history of syncope, the following indices were higher than in children without syncope: QT pre-exertion,
QTP pre-exertion, QT exertion, QTP exertion, QTD exertion, QT recovery, and QTP recovery. The values of heart rate at
exertion and in the recovery period were significantly lower in the above group. The peculiar feature revealed is related
to use of B-blockers in a majority of patients with syncope.

Thus, the most widespread type of the long QT syndrome (LQT1) is characterized by a considerably increased QTC
interval at the background of heart rate increase at exertion, which is also reflected in increased AQTC and QTPC indices.
In LQT?2, the QTC interval shortening is more pronounced than in LQT1. For LQT2 subjects, a decreased dispersion of
repolarization at exertion (intervals QTD and QTP-E) was shown.
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