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METAAHAJIN3 JAHHBIX 10 IPUMEHEHUIO CTPECC-TECTOB B IMATHOCTUKE
BPOX/JIEHHOI'O CUH/IPOMA VJIVIMHEHHOI'O UHTEPBAJIA QT
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C yenvio uzyuenus: poiu Hazpy304HbIX MeCcmos 8 OUppepeHyuanbHoll OUASHOCIUKE 2EHEMUYECKUX BAPUAHTNOE BDONC-
0ennoeo cunopoma yonunenno2o unmepsana QT evinonnen memaananus HauboLee SHAUUMBIX TUMEPAMYPHBIX UCHIOYHUKOS.
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To study the role of stress-tests in differential diagnosis of genetic types of congenital long QT syndrome, meta-analysis

of the most valuable literature data was performed.
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BpoxeHHbII CHHIPOM yATHHEHHOTO nHTepBasia QT
(CYHQT) - HacriencTBeHHOE 3a00JIEBAaHHE ¢ ayTOCOMHO-
JIOMMHAHTHBIM THIIOM HACJICJIOBAHUS U BBHICOKUM PHUCKOM
Pa3BHUTHsI MOBTOPHBIX CHHKOMAJIBHBIX COCTOSIHMHA M BHe-
3aItHOM CeplieyHOil CMepTH, OOYCIIOBICHHBIX MOIUMOpPQ-
HOW JKEIyJOYKOBON Taxukapaueil (torsade de pointes)
[1]. OcHOBHBIE THArHOCTUYECKUE KPUTEPUU Oa3MpyIOTCS
Ha OIIEHKE KIMHMYECKUX MPOSABICHUN 3a00eBaHUs (CHUH-
KOIE, 3JI0KQYECTBCHHBIC JMKEIYJI0YKOBbIE apUTMHH, BHE-
3aIHasl ceplieyHasi CMEpTh) M YBEIMYCHUH JIHTEILHOCTH
JKeIyIouKoBOH penomsipuzauu [1, 2]. bonbmryio poss B
KayecTBE MPOBOLMPYIOIIETo (hakTopa JJIsl Pa3BUTHSI KH3-
HEOIACHBIX apUTMHI y OobInHCTBa 00bHBIX ¢ CYUQT
urpaet (usuueckas Harpys3ka, KOTOpas MOJIEIUpYeTCs B
KJIMHUYECKHUX YCIOBUSIX C IIOMOIIBIO IPUMEHEHUSI CTpecc-
Tecta. JIMCKpUMHUHAIIMOHHOE 3HAYEHHE 3TOr0 TecTa C lie-
b0 UuQdepeHIManbHON UarHOCTUKH PA3IMYHBIX MO-
JICKYJISIPHO-TEHETHYECKUX BAPUAHTOB CHHJIPOMA SIBIISICTCS
MPEIMETOM CIIEIMAIBHBIX UCCIIET0BAHMMH.

C MOMEHTa OTKpBITHS CHHIpPOMA MHCCIIe0BATEIIN
MPOSIBIISIIOT OOJBIION MHTEpEC K pa3pabOTKe HOBBIX IMO-
XOJIOB K €ro JMarHOCTHKE U OIPENENICHUI0 KPUTEPHEB
pHCKa pa3BUTHSI KU3HEYTPOKAIOMIMX cocTOsSTHUN. KinHu-
Ko-reHeTH4eckast HeonHopoaHocTh CYMQT ctumynupyer
MOUCK UG GepeHIMATbHO-THATHOCTUICCKIX KPUTCPH-
€B ISl ONpE/CNICHHUs €r0 BapHaHTOB, YTO OOYCIJIOBICHO
Pa3IMYHON TAKTUKOM JICYCHUS U COXPAHSIOLIUMUCS 0
HACTOSIIET0 MOMEHTa CJIOXHOCTSIMH CO CBOEBPEMEHHOM
MOJIEKYJISIPHO-TeHETHUEeCKoi nuarHoctukoit [3-5]. OtHo-
CHUTEJIbHAsl PElIKOCTh 3a00JICBAHUs, a TaKKe ero reHeTH-
Yyeckasi U KIIMHUYECKasi TeTePOreHHOCTh 3aTPYAHSIOT BbI-
pabOTKy JUAarHOCTUYECKUX M MMPOTHOCTHUECKUX MapKepOB
B paMKax OJJMHOYHBIX Hay4YHBIX HcciienoBanuid. OcoOeHHO
ATO OTHOCHTCSI K MCCJIEJOBAHUSIM B TPyNIax MalHUeHTOB
JIeTCKOTo Bo3pacta. [IpuHHMMas BO BHUMaHHUE, YTO HCCIie-
JIOBaHMsI, MOCBSIICHHBIC 3HAUYCHUIO HArPY304YHBIX MPOO B
muddepernnaibioil nuarnoctuke BapuantoB CYUQT,
Kak MpaBUJIo, OCHOBAaHbI HA HEOOJBIIMX 00bEMax HaOIIO-
JICHUI1 HEOTHOPOJHBIX 10 MHOTHM MapameTpam, ocoboe
3HaueHHe NPHOOpeTaeT METO MeTaaHallk3a Kak WHCTPY-
MEHTA J10Ka3aTeIbHON MEIULIUHBI.

Hamu mpuMeHeH MeTaaHajdW3 Kak METO]| BTOpHY-
HOW 00pabOTKM JAaHHBIX OJHOTHUITHBIX HCCJICIOBAHMIA,
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MTOCBSAIICHHBIX POJIM HArpy304HBIX TECTOB (TECTOB C JI0-
3UPOBAHHOMN (PU3MYCCKON HATPY3KOU, yUalIaroIeH mpe-
CEpAHOM CTUMYJIALIMM, BBEACHUEM H30IPOTEPEHONIa U
snuHedprHa) B nuddepeHraibHoil AMarHoCTHKE TeHe-
TUYCCKHUX BApPHUAHTOB BPOXKIACHHOIO CUHAPOMA YAJIUHCH-
Horo untepBana QT.

MATEPUAJI U METO/IbI
HNCCIIEJOBAHUA

ITo pesynbraram aHanusa JOCTYIMHBIX 82 IUTEpATyp-
HBIX UCTOYHUKOB, BKJIIOYABIINX JAaHHBIC O AWHAMUKE WH-
tepBana QT Ha Harpy3ke, HaMmu ObIIM BBIJICIICHBI HanOOJIEEe
3HAYMMBIE, B KOTOPBIX YCISII0Ch BHUMaHue quHamuke QT
y 6ompHbIX ¢ CYUQT (Tadsm. 1). MccnenoBanusi, BKItOYa-
IOIIME aHAIN3 MEeTUAaTPUUECKUX CIIydaeB, COCTaBHIN Me-
Hee 30% ot ATux padot. OcTanbHBIC UCCICIOBAHUS OBLITH
OCHOBaHBI TOJBKO Ha B3POCIOW MOMYJSAUHN WIN CMEIIaH-
HBIX TpyNNax Kak JeTed, Tak ¥ B3pociblx. Tak kak YCC
OKAa3bIBACT CYIIECTBEHHOE BIMSHNC HA 3HAUYCHMS TOKa3a-
tesist QTc, mpu ananuse psizia pe3yabTaToB, OTJACIBHO MPO-
BOJIMJIMCH CPAaBHEHHS C UCCIIEAOBAHUSIMH, BKIIOUAIOIIIUMHA
Jere, y koropslx 3HaueHusa UCC BbIlIe, 4eM Y B3pOCIIBIX
nauuenToB ¢ CYUQT.

ITo coBnanenmro ximo4eBsix cioB (long QT syndrome,
stress test, exercise test, QT interval, QT dispersion) 6puH
0TOOpaHBI MCCIIEIOBAHUs, OIyOIMKOBAaHHbIE B 0a3ax JaH-
HeIX PubMed-Medline u Sciencedirect ¢ 1990 o HOsOpB
2012 r., 6e3 SA3BIKOBBIX OrpaHmYcHHUA. HalineHHbBIC wccite-
noBanust knaccupunmposany 1o BapuantaM CYUQT, ko-
JIMYECTBY 00CIIENIOBAHHBIX, X BO3PACTY, JICUCHHIO (TIpHUEM
6era-0yI0KaTopoB) U 10 BUY NMPUMEHSIEMOI (DYyHKINOHAIb-
HOH Harpy3kH. B kayk1iom 13 cce10BaHui aHATU3HPOBAIN
TIPOIOIDKUTENIBHOCTD M AUCTICPCHIO PETOISIPU3ALINHN JKEITy-
JIOYKOB B MCXOJIC M Ha (hOHE HArPY3KH B 3aBUCHMOCTH OT
MOJICKYJISIPHO-TEHETHYECKOTO BapuaHTa cuHApoma. Kpome
TOrO, OBIIM COOpaHbI JTaHHBIC OTHOCHTEIBHO AW3aiiHa Hc-
CJIC/IOBaHUI ¥ KPUTEPUEB 0TOOPA KOHTPOJIBHBIX TPYIIIL.

OOmmit o0beM IpoaHAIN3UPOBAHHON BBIOOPKH
Bruroumt 1362 6onbHbix ¢ CYUQT. B necsatu uccienosa-
Husix 6onbHbIe ¢ CYUQT anann3upoBannch B CMEMIaHHBIX
rpynmax (0e3 BbIIeJICHHS] BAPHAHTOB CHH/POMa) C TCHETH-
YEeCKH HEMOATBEPKACHHBIM AnarHo3oM. OCOOEHHO 3TO Ka-
CaeTcsl paHHUX UCCIeN0BaHui, natnpoBaHHbIX 1990-1998
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rr. B 6oree mo3nuux padorax (21 u3 31 mpoaHanu3upo-
BAaHHBIX HCCIIEIOBAHUII) OTAEIHHO OICHUBATACh AUHAMHU-
Ka pernoIIpu3alnuy Ha Harpy3Ke y OOJBHBIX C Pa3INYHBIMU
MoJIeKyIsipHO-TeHeTHUeckumu  Bapuantamu CYHQT (B
ocaoBHoM LQT1, LQT2 u LQT3). Takum obpa3om, oOriast
noarpynna ¢ LQT1 B mpoaHanu3npoBaHHBIX HCCIIE0BA-
HUsX mpencrasieHa 571 OombHBIM, moarpymma ¢ LQT2
BKuto4aet 469 manuentos, noarpynmna ¢ LQT3 - 60 Gonb-
HBIX. bonee peakne MoneKynIpHO-TeHETHYECKHE BapuaH-
ThI HE AHATM3UPOBAJIHCE.

Harpy3ouHnble npoObl Takye ObLIM HE OJHOTHITHBI
[TpuMeHsUIMCh HE TOJIBKO CTaHIapPTHBIE ITPOTOKOJIBI TPE-
MIJI-TECTa U BEIOAPTOMETPHUH, HO U BEIOAPIOMETPUS C
PE3KUM IOBBIILICHHEM Harpysku [6, 7, 8], OblcTpbIii nepe-
xo11 B optoctas [8, 9, 10], BeIcOKOYacTOTHAs MTpecepaHas
crumyisinus [11, 12], dapmakoiorudeckue TecTbl ¢ U30-
nporepenoiniom [11], sanunedpunom, dpennmmppunom [13,
14,15, 16], Tect ¢ korHUTUBHBIM cTpeccoM [ 17]. 3a uckimo-
YEHUEM CTaHJAPTHBIX P00 C J103UPOBaHHON (HU3HMUECKOM
Harpy3Koi (TPEAMUI-TECT U BEJIO3PTOMETPHS ), OCTAIbHBIE
METOAMKH HOCHIIM JKCIIEPUMEHTANIBHBII Xapakrep, 4To B
psizie cirydaeB 3aTPyJHSIIO CPAaBHEHHE PE3yIbTaTOB.

AHanu3upoBanuch cienyoomue napamerpel OKI:
YCC, QT, QTec, pasnuunble BapuaHThl Mokaszarens del-
ta QTc [6, 8, 18, 19, 20], nabuabHOCTH U MOP(HOJIOTHS 3y0-
na T [16, 20, 21]. Psn uccnenoBareneil olieHUBaU TaKKe
nokazarens slope QT/YCC - xo3dduumueHT HakiIoHA Ha
rpaduke COOTHOIICHHSI NCXOHOI JUTUTEIbHOCTH HHTEPBA-
na QT u untepBana RR Ha Harpy3ske (21, 22, 23,24, 25]. B
eIIMHUYHBIX PabdoTax BCTPEUAIHCH CIEAYIOLIHE IoKa3aTe-
mu: TDR (TpancmypanbHas TUCTIEPCHs PEHONSIPU3AINN),
SDR (mpocTpaHCTBEHHAsi NUCIEPCHUS PEMOJIIPU3ALINN),
Tp-¢ (QT - Q-Tpeak), rucrepesuc QT u psig apyrux [9, 13,
15, 21, 24, 26, 27, 28, 29]. 3Ha4MMOCTh JAHHBIX MOKa3a-
TeJe B KIMHUYECKOW IIPAKTUKE 3aBUCENA OT CIOXKHOCTU
BBIYHMCIICHUH M TEXHUYECKHX DPEUICHHH, MPUMEHSEMbIX
JUTS UX TIoJTyueHust. B Haeit padote [5] mpuMeHsUIHCH a-
paMeTpsl OLleHKH auctepcun penossipusanuu - QTd, QTp-
e. bru1o mokaszano, 4to Ha Harpyske auddQepeHInaIbHO-
nuarnoctudeckas poinb QTp-e cHmkaercs 3a cueT Oosee
BBIp@XEHHOTo cokpamienns npu LQT2, uro coBmagano ¢
pesyabraramu pabor K.Takenaka u coasr. (2003) [21] u
A.Hekkala u coasr. (2010) [24], ouieHHBaBIINX, COOTBET-
cTBeHHO, nuHaMuKy Tp-e u slope Tpe/RR Ha Harpyske.

INOJIYUYEHHBIE PE3YJIBTATBI
N UX OBCYXJIEHUE

BrnepBble yBenuueHHe AMUTEIBHOCTH HHTEpBaa
QTc y 6ompubix ¢ CYUQT Ha Harpyske ObUIO ONMHMCAHO
S.Lisker (1966) [30]. B mpoaHanm3mpoBaHHBIX paboTax
(tabn. 1) aHanormuHble pPE3yNbTAaTHl MOKa3zaHbl B 78%
WCCIIeJOBaHNH, OLICHMBABIIMX JAHHBIA Tapamerp. Kak
MIOKa3aHO B TOM YUCIIE Pe3yabTaTaMU HAIlEr0 HEJIaBHETO
nccnenoBanus [5], BaXKHYIO poib Uil pa3paboTku 1ud-
(hepenmansHO-aHaraoctTrudeckux kpurepueB CYNQT Ha
OCHOBaHWMM aHanmu3a aAuHaMuKku napamerpa QTc wurpaer
HaJU4Yhe Pe3yJIbTaTOB MOJEKYISIPHO-TEHETHUECKOrO aHa-
JM3a U OJHOPOMHOCTB IPYIII IO BapuaHTaM CHHIpoMa. B
HaIIeM HuccieaoBanuu quHaMuka QTc Ha Harpyske B IpyI-
max LQT1 u LQT2 Obuta pa3HOHANIPABICHHOM: y JIETEH C
LQT1 unrepBan QTc yBenmuuBaics, a'y 6ombHbIX ¢ LQT2
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OH YMEHbIIAJICS. DTH Pe3yNbTaThl COBIAJAIOT C JaHHBIMU
JIPYTHX MCCIIEIOBAaHUM, B KOTOPBIX OT/IEIBHO aHaIN3UPO-
BaJINCh OOJIbHBIE C ATHMH JIByMsI Hanboliee pacrpocTpa-
HEHHBIMH  MOJICKYJISIPHO-TEHETHUECKMMH ~ BapUaHTaMU
cunapoma [8, 9, 18, 19, 20, 21]. Takum oGpa3om, AMHAMHU-
Ky QTc Ha Harpy3ke (He3aBHCHMO OT BapHaHTA IPUMEHse-
MOTI'O TECTa) MO)KHO OTHECTH K YCTOWYMBBIM HH(POPMATHB-
HBIM JU(depeHIHaTbHO-IMarHOCTHYECKUM  KPUTEPHSIM
LQT1 u LQT2.

®denomen HenocraroyHoro npupocta UCC Ha Ha-
rpy3ke y 6oipHbIXx ¢ CYNQT Briepsoie onucan P.Schwartz
u coasT. B 1975 r. [2], onHako, 10 et cmycTs oH ObLT 1OA-
BepruyT comuenuo [31]. B paboTe 1o gaHHbIM XOJITEPOB-
CKOT'O MOHHUTOPUPOBAHMS HE ObUIO BBISIBJICHO OTIMYHN MO
UCC wmexnay 6ompabIME ¢ CYUQT u 3mopoBsiMu [32],
toraa kak y J.Kugler (1991 r.) 6 u3 14 OonbHBIX B BO3-
pacte 3-16 ner Ha Harpy3Ke UMeIH CHIDKEHHBIN MPUPOCT
YCC [33]. B padore H.Swan u coasr. (1999 r.) noka3zaso,
yro npupocT YCC Ha Harpyske npu LQT1 Humxe, uem y
3I0pPOBBIX, Torna kak nmpu LQT2 ananoruyen rpymnie KoH-
Tpoist [22]. B menom, B 56% BKIIOYEHHBIX B aHAJIHU3 pa-
00T, KMCCIIeIOBaBIIMX AaHHBIM MapaMmeTp, coolIIanocs o
camxenun npupocra YCC B rpynmax 6onbHbIx ¢ CYUQT.
[TpoTHBOPEUUBOCTD PE3YJIHTATOB MOXKET ObITh OOBSICHEHA
CMELIaHHBIM XapaKTepPOM I'PYIII MAMEHTOB, BKIIOYABIINX
OOJIbHBIX C Pa3JIMUHBIMH MOJIEKYJISIPHO-TEHETHYECKUMHU
BapHaHTaMM CUHApoMa. B Hamem uccienoBanuu [5] rpyn-
mel LQT1 u LQT2 mo mpupocty YCC cymiecTBeHHO He
pa3IMyaInCh.

Takxe oOpamiaioT Ha ce0s BHUMaHUE HEOJHO3HA4-
HOCTb PE3yJIbTaTOB aHajIM3a JUCIEPCHU PENOISIPU3ALIH.
B pabote [13] ObuIO 1MOKa3aHO yBelMueHHE TpH Mpode ¢
SMHUHE(PPUHOM TPAHCMYPaJIbHOM W TMPOCTPAHCTBEHHOU
JIICIIEPCHN  PETIOJISIPU3aliK, 0OoJiee BBIPAKEHHOE IpU
LQTI1, uem mpu LQT2. B T0 e Bpemsi, moKa3aTelb, Xapak-
TEPU3YIOLINI TPaHCMYPaIIbHYIO JMCIEPCUIO PETosipU3a-
uuu (Tpe) no nanueiM uccnenoanus K.Takenaka ¢ coasr.
[21] coxpamancs ¢ yBennuenneM YCC B rpynme LQT2 u
yanussuics - mpu LQT 1. CxoxHble pe3yasTaThl HOTy4EHBI B
uccnenoBannu A.Hekkala ¢ coar. [24] - Tpe cokparascs
mpu LQT2 u cymecTBeHHO HE MEHSUICA Ha Harpy3ke MpH
LQTI1. DT nanHbIe B IEJIOM COBIAIAIOT C Pe3yJbTaTaMu,
MOJIyY€HHBIMH B HaIllEeM HCCIIe0BaHuM [5].

Psn uccnenosareneil orMe4yaroT OTCYTCTBHE CyLIEC-
TBEHHOTO BIIMSIHUSL OeTa-0JI0KaTOpOB Ha JJMHAMHKY KOP-
PUTHPOBAHHBIX TIOKa3aTeliell pernossipu3annl y OOJbHBIX
¢ CYUQT [18, 19, 29]. B To xe Bpems, W.Shimizu u co-
aBT. [15] moka3anu ymeHbIIEHHE BBIPAXEHHOCTH TUCIIEp-
CUM PENoJISIPU3AlMU [IPU CHUMIIATUYECKOH CTHMYIISIHA
Ha (oHe npreMa OeTa-0J0KaTopoB, a B padore J.Wong u
coaBr. [8] yka3biBaeTcs Ha cokpaiieHue QTc Ha Harpyske
y OOJIbHBIX, MOJYYaBIIMX aHTHAPUTMHUYECKYIO TEPaIHIO.
Hamre ucciienoBanye He BBISIBUIIO CYLIECTBEHHOTO BIIHSI-
HUs OeTa-0JIOKaTOPOB HA TMHAMUKY TOKa3aTreeil pemnois-
puzanuun y 6onbHbIX ¢ LQT1 1 LQT2 mpu ipo6e ¢ 103upo-
BaHHOM (PM3HUCCKON HArpy3Koii [S].

WHTepecHOi HaXOAKOM MPENCTABIACTCS TaKoH aud-
(bepeHnaNbHO-JTUarHOCTUYECKUI TT0Ka3aTeNb, KakK THC-
tepesuc QT. B umccnenoBanuili oTMedaroTcss JOCTOBEPHO
Oosble ero 3HaueHus y narpenToB ¢ LQT2 no cpaBHe-
uuto ¢ 6onpabiME LQTI [8, 9, 26].
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ITomumo pasHoHampasieHHOM muHaMukn QTc B
rpyrmax LQT1 u LQT2 npu npoGe ¢ ¢puznueckoit Harpys-
koif, B auarHoctuke CYMQT moka3aHa BbICOKasi 3HAUM-
MOCTh TaKuX nokazarenei, kak [QTc na 4 munyTe BoccTa-
HOBJIeHUS > 445 Mc] B couetanuu ¢ [QTc Ha mpenHarpyske
> 470 mc (anst aUI] My>KCKOro mosia) u > 480 Mc (uist Jiuig
yKeHckoro nona)]; a takke [delta QTc Ha 3 MuHyTEe BOC-
cra"oBieHus > 30 mc], [QTc Ha BoccTaHoBieHUH > 460
mc] u psia apyrux. s muddepennmanbHON TMarHoCTHKN
LQTI1 u LQT2 naubosice 3HAYMMBIMH HA CCTOAHSITHHIA
JIeHb ClIeAyeT cuuTarh nokasarens [QTc Ha 1 MuHyTE BOC-
cranoBieHust < 460 mc], [delta QTc Ha BoccTaHOBICHUU
> 30 mc] u psag apyrux [9, 18, 19]. B nameit padore [5]
MPEJIOKEHBI  ciieayrommue  nuddepeHIanTbHO-THarHoC-
THYECKHE KpUTepHH 3TUX 1BYX BapuantoB CYUQT: [delta
QTc na makcumyme Harpy3ku > 10 mc] u [QTc Ha MakcH-
MyMe Harpyske > 460 mc].

66

Taxum 00pa3oM, aHAIN3 TIPUBEICHHBIX HCCIIEIOBAHUI
MOKa3aJl BBICOKYIO 3HAYMMOCTb CTPECC-TECTOB KaK B JiHa-
THOCTHKE, TaK U B AU(dEpeHINaNIbHON IMAarHOCTHKE ABYX
HauOoJee pacnpoCTpaHeHHbBIX MOJIEKYIISIPHO-TEHETHYECKNX
BapuanTtoB CYHQT. B To e BpeMmsi, He BO BCeX UCCIen0Ba-
HUSIX MOYKHO OBUIO OIIEHUTBH OJJHOPOIHBIC TPYIIIbI MAlUEH-
TOB, MPUMEHSUIUCh Pa3HOOOpa3HbIe MArHOCTUYECKUE Me-
TOJIIbI U OLICHUBAIIMCh pa3inyHble Kputepud. [IpoBeneHHbIH
HaMH MeTaaHaJIu3 MOITBEP I 3HAYUMOCTb JaHHOTO HaIlpaB-
JICHHsI UCCIIEI0BaHUN JUIsl pa3paboTku auddepeHnmaibHo-
JIMarHOCTHYECKHUX M MPOTHOCTUYECKUX KPUTEPUEB Pazivy-
seix BapuaHToB CYNQT Ha OCHOBaHMM OIEHKU JUHAMUKU
PETONISIPU3ALIMH TIPU BBINIOIHEHUH CTPECC-TECTOB, HECMOTPS
Ha TO, YTO OIKCAHHBIE BBIILIE OPAHUYCHUSI TIO3BOJISIOT TI0KA
LIMPOKO PEKOMEH/IOBATh TOJIKO HaWOoJee CTaH/AapTHhIC U
H3y4eHHbIC MoKa3atenu, Takue kak QTc u delta QTc ms pas-
JMYHBIX (ha3 IPoObI ¢ (PH3NUECKOI HArPy3KOU.
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