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OCOBEHHOCTH JIEKTPO®HU3NOJIOT MUECKHUX CBOMCTB MUOKAPIA
Y IETEN C CHHAPOMOM YIJJUHEHHOI'O HHTEPBAJIA QT IO JIAHHBIM
MOBEPXHOCTHOI'O 3KI' KAPTUPOBAHUSA
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C yenvio oyenxu ocobennocmell pacnpeoenenis HOMeHYUaI08 dIeKmpuiecko20 nojs cepoya Ha epyoHol Kiemke ¢
NOMOWBIO NOBEPXHOCIIHO20 INEKMPOKAPOUOSPAPUHLECKO20 Kapmuposanust oociedosanvt 30 demetl 6 6ospacme om 6 00
17 (12,1£2,8) nem c cunopomom yonunennozo unmepgaia QT

KiroueBbie cjioBa: CMHAPOM yJIMHeHHOro nHTepBasia QT, :ke1y10uKoBbIe HAPYLLIEHHS] pUTMA Cep/Ala, CHHKONIAJIbHbIE
COCTOSTHMSI, TOBEPXHOCTHOE YJIEKTPOKAPIHOrpaduieckoe KApTHPOBaHHUe, H30M0TeHIHATbHbIE KAPThI, PENOJISIPU3AIMS

To assess peculiarities of distribution of the cardiac electric field surface potentials basing on the data of the
surface ECG mapping, thirty pediatric patients aged 6-17 years (mean age 12.1+2.8 years) with the long QT-interval

syndrome were examined.

Key words: long QT-interval syndrome, ventricular arrhythmias, syncope, surface electrocardiographic mapping,

equipotential maps, repolarization.

B nerckoii kKapauooruy HapyeHus pUuTMa sIBJISIOTCS
OJTHUM 13 HanOoJIee pacpoCTpaHeHHBIX 3a00IeBaHNH cep-
JICIHO-CcOCYIucTOM cucteMsl [ 1]. OcoOyro ormacHOCTb mpe-
CTaBJISIOT KHU3HEYTPOXKAIOLINE APUTMUH, CONPSKECHHBIE C
BBICOKHMM PHCKOM BHe3aIHoH cepaeanoii cmepti (BCC). Ilpn
9TOM JKM3HEYTPOKAIOIIAsl apUTMHUSI HEPEIKO CTAHOBHUTCS
MIEPBBIM KIIMHUYECKAM CHMIITOMOM HaTOJIOTHYECKOTO CO-
crosinus, a BCC B mononom Bo3spacte B 15-28% ciydaes
MOJKET Pa3BUTHCS Y JINII, HE MMEBIINX KAKUX-ITN0O CTPYyK-
TYPHBIX U3MEHEHUH CEPIIEUHO-COCYIUCTON CUCTEMBI [2, 3].
3OT0 onpenenser HeoOXOAMMOCTh Ha paHHEH CTaJANH JHar-
HOCTHPOBATh 3a00JI€BaHHE U OLICHUTH PUCK PA3BUTHS JKH3-
HEYTPOXKAIOMINX OCIOKHEHUH, B TOM YHCIIe Y OOJBHBIX CO
CKPBITBIMH, JIATCHTHBIMU (popmamu naTostoruu. OIHUM U3
Han0oI1ee XOpOIIO N3YUCHHBIX U PACIIPOCTPAHESHHBIX HACIIE -
CTBEHHBIX 3a00seBanmi ¢ BoICOKNM pruckoM BCC, orcyTcTBH-
€M OPraHUYECKUX U3MEHEHUH CepleIHO-COCYANCTON CHC-
TEMBbI ¥ 3HAYUTEIILHBIM ITPOLIEHTOM JIUI] ¢ 0€CCUMIITOMHBIM
1 JIATCHTHBIM TEUCHHEM SIBIISICTCS CHHJIPOM YIJTHHEHHOTO
umatepBana QT (CYUQT).

CYUQT oTHOCHUTCS K IEPBUYHBIM JIEKTPUUECKUM 3a-
OoneBaHMSIM CepALa, TPH KOTOPHIX BHE3AIHAsl CMEPTh Ha-
CTyTIaeT BCIIC/ICTBHE Pa3BUTHSI MOIUMOP(HOMN JKeIy104KO-
Bol Taxukapauu («torsades de pointes»). Puck BHe3amHO#
CMEpTH B OTCYTCTBHE aJICKBATHOT 0 JieueHust nocturaet 70%
[4]. Pazpabotka 3¢ppekTHBHON Teparuu U IPOPIIIAKTHKI
sxm3Heyrpoxkatomyx apurmuii mpu CYUQT ocHoBana, mpesx-
Jie BCETro, Ha paHHEH INarHOCTHKE U BCECTOPOHHEM H3yUe-
HUH MaToreHe3a 3aboeBanus [ 5, 6, 7].

B Teuenue nocneqHuX J€T, B pe3ylbraTe COBMECTHBIX
KIIMHUYECKHUX W MOJICKYJISIPHO-TEHETHIECKHX NCCIIEIOBAaHIN
BBISIBIICHO, 4TO BpoxAeHHbII CYMQT BOo3HHKAET B pe3yiib-
TaTe MyTallly B OJJHOM U3 7 ACHTH(UINPOBAHHBIX TCHOB,
OTBETCTBEHHBIX 32 pa3BUTHE 3a00ieBanms. TeM He MeHee,
TIPY MTONCKE MYTAIMH B M3BECTHBIX F'€HaX TEHOTHII yAaeTCs
YCTaHOBUTH TOJILKO B 50-70% cemeli ¢ AaHHBIM CUHAPOMOM,
YTO MPEIIoIIaraeT CyIIeCTBOBAHHE APYTUX I'EHOB, OTBETCTBCH-
HBIX 32 pa3BHUTHE 3a00eBanws [0, 8, 9].
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Y4auThIBasi BBIPQXKCHHBIN KIMHUKO-TEHETHYECKUH 110-
mmophusm CYNQT, B imarnoctrke n muddepeHmantsHon
JIMAarHOCTHKE TAHHOTO 3200JI€BaHMsI IMEIOTCS 3HAYNTEIBHbIC
TPYAHOCTH. B CBSI3M ¢ TPyI0EMKOCTBIO, MAJIOW JIOCTYITHOC-
TBHIO ¥ HEJIOCTATOYHO BHICOKOH MH()OPMATHBHOCTBIO JTMar-
HOCTHKH CHHJIPOMA y TIOPA’KEHHBIX JIUI] IIPH MOJIEKYJIIPHO-
TEHETHUECKHUX HCCIICIOBAHMSIX, B HACTOSIIIEE BPEMs 3aTPy/I-
HUTEJBHO MTPOBE/ICHHUE TTOMY/ISIIMOHHOTO CKPHHUHTA, A JTU-
arHOCTHKA B IPYMIaxX prucKa TpeOyeT MOAKIIOUSHNS MNpPO-
KOTO CIIEKTpPa MCCIIECIOBAHUH, KaXKIblii N3 KOTOPHIX UMEET
OTIpe/IeTICHHBIC OTPaHNYEHHs. JTO 00YCIIABINBACT COXpa-
HSIIOIYIOCS] aKTyaJIbHOCTh COBEPIICHCTBOBAHMS KIIMHUKO-
ANEKTPOKapANOrpapIecKOi THarHOCTHKN CHHIPOMa, OC-
TAIOIIEHCS €TMHCTBEHHBIM O0IIE0CTYTHBIM METOJIOM.

B nurteparype HEOJHOKPATHO MOTYEPKHUBAIACH BAXK-
Hast pOJIb OLICHKH PEHOJISIPU3AIMHA MUOKap/a JUIs TPOTHO3a
Pa3BUTHUS apUTMHUH, B TOM YHCIIC XU3HEYTPOXKAIOIIETO Xa-
paktepa [1, 10, 11]. CocrosiHue npouecca penoaspu3anuu
MHOKapaa KexyIoukoB y 6onpHbIX ¢ CYUQT MoxkeT orieHu-
BaThCsl HEMHBA3MBHBIMH METO/IAMH C TIPUMEHEHHEM TpaJIH-
unoHHoi DKI. DToT nmoxnxon nogpazyMeBaeT aHajau3 Mop-
¢onorun T 3y01a, ONEHKY HAINYNS ¥ BHIPA)KCHHOCTH €TI0
aJbTepHAINN 110 popMe U aMIUTUTYAE, OLICHKY JHCICPCHH
narepsana QT (HanOosnbIas pasHUIA MEXIY MUHAMAIb-
HOW U MaKCUMaJIbHOW JJIUTENbHOCThIO MHTepBaiia QT B rpya-
HBIX OTBeAeHIAX) [5, 10, 12]. OmHako BCe STH METOIBI UMEIOT
OTPaHMYCHUS B CBSI3HM C HEJIOCTATOYHON YyBCTBHTEIILHOC-
TBIO M HE JIAFOT AeTaJbHON HH(OPMAIHN 00 3IIeKTPOPHU3HO-
noruueckux (9P) mponeccax B cepaue [10].

OnHUM 3 IEPCIICKTUBHBIX HEMHBA3MBHBIX METO/IOB,
TIO3BOJISTIOIINX BBISIBISATH H3MEHEHHst DD CBOMCTB MHOKap-
Jla ¥ IPOBOJIUTH MX TOMTHMYECKYIO IMATHOCTUKY B HACTOSIIIEE
Bpems sBisiercst mosepxHoctHoe DKI™ kaptuposanue (I1K).
C npumenenneM [1K ctaHOBHTCSI BO3MOXKHBIM IIPOBEICHHE
JICTIHOTO aHAJIN3a BPEMEHHBIX M TPOCTPAHCTBEHHBIX Xa-
PaKTEepHCTHK IIEKTPUIECKOTO OIS Cep/ilia, 3aperucTprupo-
BAaHHOTO C IPUMEHEHUEM MHOTOYHCIICHHBIX OTBEICHUN Ha
[IOBEPXHOCTH rpyaHOM Kietku [13, 14].
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Leb nccnenoBaHus - OLEHATH 0COOCHHOCTH pacIipe-
JIeJICHUS] IOBEPXHOCTHBIX IOTEHLIUAJIOB 3JIEKTPUUECKOTO MOJISt
cepauay JeTeil ¢ CMHAPOMOM yaJInHeHHOro nuTepBasa QT
C UICTIOIh30BAaHHUEM ITOBEPXHOCTHOTO AIIEKTPOKapIrorpadu-
YECKOro KApTUPOBAHMUSL.

MATEPUATTUMETO/IbI

[MTosepxuoctHoe DKI kapTrpoBaHue ObLIO POBEIE-
HO 30 geTsM ¢ moATBEep K ICHHBIM paHee quarHozom CYUQT
(19 neBouex n 11 manpurkoB). Bo3pact o0cienoBaHHBIX CO-
ctaBuin ot 6 710 17 et (12,14:2,8). Jlnaruos ctaBuiics Ha OCHO-
Banuu kpurepreB P.Schwartz (1985) [4]: yinHeHue Koppu-
rupoBanHoro natepsana QT (QTc) 6omee 440 Mc, cunKoIIE,
ciaydan BesBIeHHs yaiauHeHus QT B cembe. Bapuant
CYUQT ycraHaBnuBaics Kak myTeM FreHETUIECKOTO aHaJH-
3a (15 ciyuaes - naboparopust JJHK-muarnoctuxu MI'HI]
PAMH (Mocksa) u kiuauka Lariboisiere (ITaprk, @panitus)),
TaK ¥ Ha OCHOBE KIIMHUKO-TEHETUYECKUX allrTOpUTMOB [8]. YV
17 6ombHBIX (58%) ycraHosieH 1 Bapuant CYNQT, y 10 60i1b-
HBIX (33%) - 2 BapuantT CYNQT. B nccnenoBanme BKIIOUCHBI
1o 1 OOJILHOMY € MOATBEPKIACHHBIMU 3, 5 1 7 BapHaHTaMU
CYHQT.

Bce 6ompHbBIE OT 3 110 8 1eT Habmoaanuck B JleTckom
HAY4HO-TIPAKTHYECKOM IEHTpEe HApYyLICHUH CepeuHOro
putma Pocaapasa 1o cucreme MOHUTOpUHTA (PaKTOPOB prC-
Ka CHHKOIIC ¥ BHe3amHoH cMepTH [5]. KonTpoisHyo rpymmy
cocrasuiy 20 siereii 6e3 mpu3HaKkoB 3a00JIeBaHUN CepIeuHO-
cocyaucToii cuctemsl (7 aeBouek 1 13 mansankoB). Bozpact
00CIIeIOBaHHBIX COCTAaBWI OT 5 110 17 net (14,7+2.9).

BceM BKIIIOUEHHBIM B HUCCICA0BAHUC ACTAM OBLIO Ipo-
BezieHo oOmeknnanYeckoe oocnenosanue u I1K. ITK mposo-
JIUIIOCH B ITOKOE C IPUMEHEHHUEM KOMITBIOTEPHOM CHCTEMBI
«Cardiag-112.2» (Uexwus) ¥ BKIIOYAIO
KOMIIBIOTEPHYIO 00pa0OTKY M TOCIIEeNy-
FOILIMI aHAJIM3 CHHXPOHHO 3apEruCTpUpo-
BaHHBIX 80 OTBEIEHUII CO BCeil MOBEpX-
HOCTH I'PYIHOM KJIETKH, a Tarke 12 cTan-
JAapTHBIX 1 3 OPTOrOHAJIBHBIX OTBe]leHI/Iﬁ.
B pabore ObUTH HUCIIOIB30BAHBI U30TIO-
TCHIUAJIBHBIC KAapThI - KapThl OJHOMO-
MCHTHOTI'O paCclIp€ACIICHUA TOTCHINAJIOB
cep/La Ha pa3BepTKe MOBEPXHOCTH TPY/-
HOI1 KJIETKH, TOCTPOSHHBIE 1715 [IEPUOJIOB
Jie- U PeToIsIpU3aIvy.

[Ipumep U30n0TEHIUATIBHBIX KAPT
npuBeseH Ha puc. 1. CxemaTndeckas pas-
BEpTKa IPyIHOM KIICTKH MPE/ICTABICHA KaK
MUIMHAPUYICCKAA TIOBEPXHOCTh, PA30OMK-
HyTasl [10 IpaBOM 3aJHE-I0AMBILLIECYHON
JIMHUY. B yka3zaHHBI MOMEHT BpEMEHU
CepACYHOTO UKJIA (B MCEK) COSIUHSIOT-
CA JIMHUAMHU TOYKH, UMCIOIIIUC paBHBIﬁ
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neHo B MKB). Ha puicyHke Taroke HaHECEHBI YCIOBHBIE 000-
3HAYCHHMS MIOJIOKSHUSI TPYIHBIX OTBEACHHUHN TPaIHOHHON
KT, 80 orBemenmii [1K.

[o xapakTeprucTHKaM ITOBEPXHOCTHBIX KapT HAMH OLe-
HHUBAJIUCH CIICIYIOIIHE TapaMeTpsl: 1) xapakTep pacupese-
JICHHS TIOTEHIIUAIIOB (AUIOJIBHOCTB - MYJIBTUIIONBEHOCTS), 2)
PAaCIIONIOKEHHE IKCTPEMYMOB ITOTCHLHAJIOB, 3) BEIMYMHA K-
CTPEMYMOB, 4) HaJWYNE HETHIIMYHBIX OJIOKUTEIBHBIX U
OTPHLATENBHBIX 30H, 5) HANPABICHHE H CKOPOCTh ABHIKCHHUS
(pOHTOB BO30YKICHUS.

HOJYYEHHBIE PE3YJIBTATBI

310pOBBIC IETH XapaKTEPH30BATUCH HOPMATBEHBIMU
nokazaresnsamu DKI, 3nauenns narepsanoB QT u xoppuru-
posanHoro nuaTepBasia QT (QTc) He mpeBkIIIaTN TOMTyCTH-
MbIx 3Ha9eHui. [To nanueiM [1K Xox mpoiieccos ae- u pemno-
JIIPU3AIUH Y BKIFOUCHHBIX B KOHTPOJIBHYIO TPYIITY AETEH B
LIEJIOM COOTBETCTBOBAJI OIYOIIMKOBAHHBIM paHee padoTam
[19, 20]. ITpu aTOoM pactipeiesieHre MOTSHIMAIOB B (ase je-
MIOJISIPU3AIIUH JKEITY0YKOB HOCHIIO IPEUMYIIIECTBEHHO [T~
MoJIbHBIN XapakTtep. JIokamu3anus nojoKUTEeIbHBIX U OTPU-
LIATeJIbHBIX SKCTPEMYMOB U TPACKTOPHS UX JBHKEHHSA B XO/IE
MIPOIIECCOB JIe- U PEHOISIPU3AINH TAK)KE COOTBETCTBOBAIH
M3BECTHBIM JJAHHBIM O HOPMAJIbHOM pacIpeeICHUH ITOTEH-
1IMaJIoB B TeUeHue cepaeynoro mukia [19, 20] (em. puc. 1).
Hecneuuduueckne n3meHeHns (MUHUMAJIBHO BBIPaYKEHHbIC
JIOTIOTHUTEIbHBIE SKCTPEMYMBI, YBEITMUYCHHUE TUTOIIAIN T
cMelieHre 00JIaCTH OTPULATEIbHBIX TOTEHIATIOB) Ha M30-
MTOTEHIMAJIBHBIX KapTax B IPYIIE KOHTPOJIS OTMEYAIINCH B
25% cmy4aes.

3nadenus natepBana QT va OKI y nereit c CYUQT
cocraBuiiy oT 410 mc 10 560 mc (466,14+47,2 mc), B 47% ciy-
YaeB PErHCTPUPOBANNCH N3MEHEHHS MPOLECcca PErosIpH-

LG U

o

IIOTCHIHUAJI. TO‘IKI/I, HMCHOIHMEC IMOJIOXKHU-
TCIBHBIN IIOTCHIMAJI, CO3Aak0T ITO3UTUB-
HYIO 30HY (He3akpalleHHas 00J1acTb) ¢
MaKCHMYMOM MOTEHITHAaNA («+», YHCII0-
BOE 3HAYCHME MTPUBEICHO B MKB), a TOu-
KM, UIMEIOILIME OTPUIIATEIbHbIN MTOTEHIIU-
aJl, CO3/1aI0T HETaTUBHYIO 30HY (3aKpa-
LIeHHAst 00J1aCTh) C MUHUMYMOM ITOTEH-
1uana («-», 4ucI0oBOE 3HAYCHUE MTPUBE-

Puc. 1. Tunuunoe pacnpedenenue nomenyuanos Ha U30NOMEHYUATLHBIX
Kapmax npoyecca oenoaapuzayuu (a) u penoasapusayuu (0) 6 zpynne
Kkoumpons. 30ece u oanee: (M) - zpyonsvie omeedenus mpaouyuonnoii IKT,
(©) - omeedenusn nosepxnocmnozo IKI' kapmuposanus; 3akpawiennan
o61acms - 30HA OMPUYAMETLHBIX NOMEHUUA08, He 3AKPAUEHHA -
nonoHCUmMeENbHuIX; (- ) - oOmpuyamenbHplil IKCmpemym, (+ ) - nonodxcu-
mMebHbLIL IKCMPEMYM; YUPPaMU yKa3ansl - 6pems om Hauana gaszvl
cepoeunozo yuKna (6 Mcex) u 3HaueHus IKCmpemymos (6 mxB).
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[pormece penonsipu3anuu y 6016-
HbIX ¢ | Bapnantom CYNQT B nieniom He
OTJIMYAJICS OT TAKOBOTO B KOHTPOJIBHON
TPYIIIE ITO PACTIOIOKEHHIO MOJIOKHUTEb-
HBIX U OTPULATEIBHBIX SKCTPEMYMOB H
TUTOIIAIM COOTBETCTBYIOMINX 00JacTel
noteHmanos. OqHako, B 58,3% ciryuaes
OTMEYAJIOCh MOSBJICHUE JOMOTHUTEIb-
HBIX TIOJIOKUTENIBHBIX 9KCTPEMYMOB B
00I1acTsIX, MPUMEPHO COOTBETCTBOBAB-
X JIOKATA3AIHA JOTIOTHUTEIBEHBIX OT-

PUIATEIBEHBIX SKCTPEMYMOB B X0/1€ TIPO-
ecca gernorsipusanu (puc. 2,8). B 29,4%
HAOTFONCHUH OBUIM BBIABICHBI OTPHIIA-
TENBHBIC 00JIACTH HEOOIBIION AMILITHTY-
b1 HA TIOBEPXHOCTH IPYIHOH KIICTKH CIIpa-
Ba, MEXKIY IIPABOM 33 THETIOIMBIIIICYHOMH
U TIPaBOW MapacTepHAIBHON JIMHUSMU

MIPEUMYIIECTBEHHO CHM3Y (IIPOEKIINH
3aJIHETO 1 3a]JHe0a3aIbHOTO OT/IEIIOB JIe-
BOTO JKEITY/[0UKa).

VY 6 u3 10 6ombHBIX (60%) co 2 Ba-
puartom CYUQT (LQT2, HERG) Bo BTO-
poli TOJIOBUHE IpoIiecca ACMospu3a-
LMK BbISIBIICHA OOJiee MIMPOKasi, YeM B
HOpME 30Ha OTPULIATENIBHBIX IIOTCHIHA-

Puc. 2. Tunuunoe pacnpeodenenue nomenyuai08 Ha U30NOMEHYUATLHBIX
kapmax y demeii ¢ 1 sapuanmom CYHUQT: (a) npoyecc oenonapusayuu y
Juu I, 13 nem; (6) npouecc oenonsapusauyuu y FOnu K., 12 nem; (8) npouecc
penonapuzayuu y Cepzesn 4., 13 nem. Cmpenxamu yKazanvl 00noIHUMEb-

Hble IKCmpPeMymabl.

3a1u (OTpULATENBHBIN, 1BYropObIil min aByxdazHbIi T 3y-
6er), B 53% ciydaes - Opagukapaus (MeHee 25 nepueHTIIs
Bo3pacTHbIX 3HaueHnit YCC). B oqaom ciryuae Ha OKI BbI-
SIBJICHA JKEITY/JOUKOBast SKCTPACHCTONHSA. AHAJIN3 U30II0TEH-
LUATBHBIX KapT EPUOIOB JIe- ¥ PENOISIPU3ALIH MHOKapaa
JKEITYJJOYKOB ITO3BOJIMJIN BBISIBUTH CIICIYIOIINE 3aKOHOMEP-
HocTH y 60ombHBIX ¢ CYUQT.

V12 u3 17 60mpHbIX (70,6%) ¢ 1 Ba-
puanrom CYUQT (LQT1, KCNQI) Ha 40-
80 Mc oT Hawana rnporecca Aoy pru3a-
1uu, B cpeHeM uepes 62,2+13,2 mc, 3a-
peructpupoBano asa (58,8%) nnmm tpu
(11,8%) orpumarenbHbIX 3KCTpEMyMa B
o0JacTh MPOEKUUHU NepeHed CTEHKH
MPaBOTO JKEIylouKa, CPelHEH TPeTH
MEXKEIYAOUKOBOH MEPEropoaKu
(MXII) n nepeHeli CTEHKH JIEBOTO XKe-
aynouka (JIK) (puc. 2,a). Jannslit GpeHo-
MEH PETUCTPHUPOBAJICSI B CPEJTHEM B Te-
yenue 12,0+8,6 Mc u coBnaaain no Bpe-
MEHHM C MaKCUMAJIbHBIMH 3HAYCHUSIMH
roteHIuanoB. B 17,6% cirydaes B mocie-
JHel Tpetn Komrutekca QRS BhIIBIsIICS
JIOTIOJTHUTEITbHBIN TTOJI0KHUTEITBHBIN SKCT-
peMyM B 00J1acTH CpeAHET PyANHHON JIH-
HUM B BEPXHEH YaCTH I'PYIHON KIICTKH.
JlanHbI (PeHOMEH ITPUHSTO CBSI3BIBATH C
HOPMAaJIbHBIM XOZI0M BO30Y>K/IeHHs Ha[I-
JKETyI0UKOBOTro rpedemnrka (puc. 2,0).

JIOB Ha IepeTHel TOBEPXHOCTH IPYIHOM
KJIETKU OT IIPaBOM ITepeHENOAMBIIICY-
HOH JIMHUH 10 JIEBOW CPETHEIIOIMBIIICY-
HOW JuHUM (00JacTh MPOEKIUH Tepe-
JTHEH CTEHKH ITPaBOT0 JKEITy/I0uKa, Oa3ailb-
Holi u cpennent Tpetu MKII, nepenneit
crenkn JIK) (puc. 3,a). [Ipn 3TOM He oTMEHaNoCh cMele-
HUSI OTPUIIATEIBHBIX WITH ITOJIOKUTEIIBHBIX 3KCTPEMYMOB OT
HOPMAJILHOTO MTOJIO’KCHNS HJITH OTKJIOHEHHH B XOJI€ ITPOIIeC-
ca BO30y XJICeHHUsI MHOKap/ia 0T HOpMaJIbHOTO. B 1BYX cityda-
X (20%) 3aperncTpupoOBaHbI JOTIOIHUTEIILHBIC OTPULIATEIIb-
HBIC 9KCTPEMYMBI aHAJIOTHYHBIC TAKOBBIM y OOJIBHBIX C |

Puc. 3. Tunuunoe pacnpeodenenue nomeHyuaI08 Ha U30NOMEHYUATLHBIX
kapmax y oemeii co 2 éapuanmom CYHQT: (a) npouecc denonapuzayuu y
Hapou I11., 13 nem; (6) npouecc penonapusayuuy Buxu C., 12 nem.
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BapuantoM CYUNQT, onHako ¢ MEHbIIMMU 3HAYEHUSIMHU aM-
IUTUTY/ X MaJIbIM BpEMEHEM IIPUCYTCTBHS B CTPYKTYpE pac-
TIPeIeNICHUsI TOTCHIHAIIOB.

C pa3nu4HO# CTENeHBIO BhIpasKeHHOCTH Y 9 13 10 601th-
HBIX (90%) co 2 BapnanTtom CYHQT npouecc penosnsipusa-
LIUH XapaKTEPH30BaJICSI OOIIMPHOI 30HOM OTPUIATEIBHBIX
MIOTEHIIMAJIOB, PACIIOJIaraBIIeiCs Ha IPaBO MOJIOBUHE U B
cepeinHe TPYJHOM KIIETKH, CMEIasCh HAIEBO MPEHMYyIIe-
CTBEHHO CHH3Y JI0 JIEBOH CPETHETIOIMBIIIICTHOMN JIMHUH (TIPO-
€KLIMsI IepeIHeN CTeHKH paBoro xenynouka, MXKIL, nepe-
JTHEH CTEHKH, 3aJIHETO U 33/1He0a3aJIbHOTO OTEJIOB JIEBOTO
KEITy/I0uKa 1 BEPXYIIKH). JlaHHast 0COOEHHOCTD AIIEKTPUIEC-
KOTO ITOJIS Cep/ilia PErnCTPUPOBAIACh HA TIPOTSHKEHUH BCETO
npouecca penossipusanun. B 70% ciyyaes 3To conpoBoxk-
Jtasoch (POPMHUPOBAHUEM JIOTIOJTHUTEIEHBIX OTPHUIATEIBHBIX
1 B 30% citydaeB - HOJIOXKUTEIIBHBIX SKCTPEMYMOB, 4TO 00yC-
JIABIIMBAJIO KAPTUHY MYJIBTHIIOIBHOTO PACTIPEICICHUS T10-
TeHnuana (puc. 3,0).

VY ogHOTO O0JIBHOTO € TIOATBEPKACHHBIM 3 KIIMHUKO-
renernyeckuM BapuantoM CYUQT B xoe nporecca emno-
JSIPU3ALMH OTMEYAIOCh HAIMYNE PACIICTIIICHHSI BOJIHBI BO3-
Oy’KIeHUsI, aHAJIOTUYHOE OMMCAHHOMY HAaMH B TPYyIIIIE T1a-
nuertoB ¢ LQT1. Ha penonspusamnmu ObUT0 3aperucTpupo-
BAHO YBEJINYCHHUE IUIOMIAAN OTPHUIIATEIILHBIX TOTEHINAJIOB C
pacIpocTpaHeHHEM Ha IPABYIO U MIEPEIHIOI0 TIOBEPXHOCTH
TPYIHON KIIETKH, CXOJJHOE C TAKOBBIM B IPYIITIC AIUEHTOB C
LQT2.

OO0cIe10BaHHBIN HAMHU MALMEHT C HOATBEPKICHHBIM
5 Bapuantom CYNQT He nmen XxapakTepHbIX 0COOEHHOCTEH
B XOJI€ MPOIIECCOB JIe- U PEHOJIIPU3ALIH MHOKapAa JKEeIry-
JIOYKOB MO JJAHHBIM ITOBEPXHOCTHOTO KapTUPOBaHUs. Y 00IIb-
Horo ¢ 7 BapuantoM CYUQT BBISBIEHO 3HAUUTENBHOE U3-
MEHEHHE IEKTPUIECKOTO ITOJISI Cep/Ia B IEPUOAE JETIONS-
pH3anuy - UPOKas OTpUIATENIbHAS 30Ha HA ITEpe/IHEH 110-
BEPXHOCTH IPYIHOH KIICTKH (aHaJIOTHIHO OonbHBIM ¢ LQT?2),
U B TIEPHOJIC PETIOJIIPU3ALINY - 3HAUUTENbHAsS TUIOMIAb OT-
pHLATENbHBIX 3HAYEHHUH TIOTEHIINAIA Ha CIIMHE U Ha JIEBOU
CTOPOHE I'PY/IH, YTO COOTBETCTBOBAIIO IIPOCKINHN MepeTHEN
u 6okoBoit creHok JIK ¢ akneHTHpOBaHUEM M3MCHCHHI B
00J1aCTH BEpXYILIKH.

B Tabn. 1 mpuBeneHa cpaBHUTEIbHAS XapAKTEPUCTHKA
YaCTOTHI BCTPEYAEMOCTH HapyIICHUH POLIECCOB Jie- U pe-
TOJISIPU3ALUH Y OOJBHBIX C Pa3INYHBIMHU KIIMHUKO-TCHETH-
YECKUMH BapHaHTAMH CHHAPOMA.

OBCYXXJIEHUE PE3YJIIBTATOB

Merton 1K nprmMensieTcst y B3pOCIbIX OOIBHBIX C HIIe-
MHUY€ECKON OOE3HBIO CEep/IIa, APUTMOTCHHOM TUCTUIa3uel 1
PAIOM IPYTHX CEepACYHO-COCYIUCTHIX 3aboneBanuit [15].
Cy1ecTByeT psii padoT, MOCBSIIEHHBIX HCCIISOBAHUIO JIEK-
TpUYECKOTO MoJIst cepana y B3pocibix ¢ CYUQT [16, 17, 18].
B aTux rccnenoBanusx He ObLIO yCTAHOBJICHO Crienduyec-
KHUX OCOOCHHOCTEH Jie- ¥ peroisipu3alui MHOKap/a, 4rTo,
MI0-BUIMMOMY, OBLIIO O0YCIIOBJICHO CMEIIAHHBIM XapaKTe-
POM rpyrin HaOroAeHus (IEPBUYHbIN U BTOPUYHBINA BapH-
antel CYNQT), a Takke OTCyTCTBHEM BO3MOXKHOCTH aHAIIU-
3a B 3aBHCHMOCTH OT KJIMHUKO-TEHETHYECKOTO BapHaHTA.
Uccnenosanuii y nereii c CYUQT ¢ ucnonb3oBaHuEM METO-
JIa TOBEPXHOCTHOTO KAPTUPOBAHHUS HE IIPOBOIUIIOCH.

[Tomy4yeHHbIE HAMHU PE3yIBTAThl YACTHYHO COOTBET-
CTBYIOT OTIBITY aHAJIOTHYHBIX UCCIIEOBAHUH Y OOJIBHBIX C
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CYHUQT c ucnonn3oBanueM [1K. Tak, HamMu ObLIO TOKa3aHO
HAJINYHE MYJIBTUTIONBHOCTH, HEOTHOKPATHO OTMEUaBIIICHCS
HcCclieI0BaTENSIMU B XO/I€ Ipouecca penospusanuu [17, 18]
y OOJIBHBIX ¢ JaHHBIM 3a00JeBaHreM. Taxoke ObLTO 3aperHc-
TPUPOBAHO HAMYNE PETHOHAIBHBIX aHOMAIIMH pacmpesie-
JICHUSI OTPHULATEIIEHBIX TOTCHITHAIOB B XOJI€ TIPOIIecca Perio-
JISIPU3ALUH, PSUMYIIIECTBECHHO JIOKAJTM30BaHHBIX Ha ITEpe-
JIHel IOBEPXHOCTH FPyIHOH KiIeTku cripasa [16, 17,21]. On-
HAKO, HEKOTOPBIE 0COOCHHO CTH H30IMOTCHIINAIBHBIX KapT, a
TaKXKe HATMYIHE CIICIHA(UICCKIX U3MCHEHUI, XapaKTePHBIX
qutst 1 u 2 BapuanroB CYUQT BrrsiBieHs! Biiepsbie. Heobxo-
JIUMO 0C000 TOTYCPKHYTh, YTO OCOOCHHOCTH TIpoIIecca Jie-
nossipuzanuu npu CYMUQT 10 HacTosIEro BpeMEeHH He aHa-
JTU3UPOBAITUCE.

CoracHO N3BECTHBIM JINTEPATYPHBIM JaHHBIM [ 16, 17],
BBISBJICHHE OTPHIATEIIHHON 00IACTH IIOTCHIINAJIOB HA ITepe/I-
HEl TOBEPXHOCTH IpyHON KieTkH y OonbHbIX ¢ CYUQT cBu-
JIETEIBCTBYET O 3aMEIJICHUU MPOIEecca PEIOIISAPH3AIUU
B IIPaBBIX OT/IETAX CEePJIa, YTO MOKET OBITH 00YCIIOBICHO
HEOTHOPOIHOM MPEICTaBICHHOCTHIO HOHHBIX KAHAJIOB, OT-
BETCTBEHHBIX 32 X0 ANICKTPHICCKOI TACTOIBI, PA3THIACM B
PaCIOJIOKEHHUH KIICTOYHBIX CIIOCB M B3AUMOOTHOIIICHHII MEX-
Ty HUIMH B ITPaBOM U JICBOM JKEITyI0UKaX UITH AHOMATHSIMU B
WHHEepBaUuu cepaua [5, 22-27]. Tak, 1o MHEHHUIO psijia aBTO-
pos [16, 17, 28], npu CYUQT nokanbHOE H3MEHEHHE MIPO-
1ecca pernossIpU3aIiH CITYKHUT MOTBEPIKICHUCM IHITOTE3bI
0 CHIDKCHUH CUMITATHYECKOM aKTHBHOCTH B ITPABBIX OT/IENIAX
cepiia Kak 00 OCHOBHOM ITAaTOTEHETUYCCKOM MEXaHHM3ME
Ipu JaHHOM 3a00seBaHuN. Ha OCHOBaHWMH HAITUX JTaHHBIX
MBI MO)KEM KOHCTaTHPOBaTh, YTO Hanmm4ue GpeHomena DD
HEOTHOPOAHOCTH MHOKAp/Ia B XOJI IPOIIECCa PEIosipu3a-
[IUH B OOJIBIICH CTEIIEHH XapaKTEPHO Tt OOJIBHBIX CO 2 Ba-
puantom CYUQT.

B 10 ke Bpemsi, MOJKHO MIPEAITONIOKHTE, YTO BBISIBIICH-
HBII (DeHOMEH HAJTMYHS JOMOTHATEIBHBIX OTPHIIATEIEHBIX
AKCTPEMYMOB B X0JI€ TIPOIIecca ICTOISIPU3AIIH Y OOIBHBIX
¢ | BapumaHTOM CHHApPOMA SBISICTCS aHAJIOTOM 3aJCPIKKH
IpoIiecca PeroiIpu3aiui B 00IaCTH MPOCKIUU TPABOTO
JKeJTy/I0uKa [IpU 2 BapyuaHTe CUHAPOMA U Takoke CBsi3aH ¢ DD
HEOJHOPOAHOCTBIO MUOKapa. ITO ONpeAEsIeT 3aMeIJICHUE
pacrpocTpaHeHHE BOIHBI BO30YKICHUS MO IIPABOMY XKEITy-
JIOYKY H €€ pacIIeIUICHHE BCKOPE TIOCIIe MOMEHTA, B HOpME
XapaKTePU3YIOMIETOCs MMePEMEIICHUEM OTPHIIATEIHLHOTO
AKCTpEeMyMa Ha 001aCTh TIPOCKIINH JICBBIX OTACIOB CEPIIIa.

Hanmdue BBISBISICMBIX B X0/I€ TIPOIIECCa PETIOIIIpr3a-
uuu nipu 1 Baprante CYUQT n0noiHUTENTBHBIX OIOKUTENb-

Tabauya 1.
Yacmoma ecmpeuaemocmu 0CHOGHBIX AHOMANUTL
RPOYECCO6 0enOAPU3AYUY U PENOTAPUIAUUN Y DOTbHBIX
¢ CYHQT no oannvim nosepxnocmnozo IKI'
Kapmupoeanus

Bapuant CYUQT | Henonspusanusa | Pemonapusanus
LQTI (n=17) 70,6% 58,3%
LQT2 (n=10) 60% 90%
Knuaunaeckue HaOmoaeHus

LQT3 (n=1) ¢ 0COOEHHOCTAMH |c 0COOCHHOCTSIMHU
LQTS5 (n=1) 6e3 ocobeHHOCTEN

LQT7 (n=1) ¢ 0COOCHHOCTSIMU |c 0COOCHHOCTSIMU
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HBIX 3KCTPEMYMOB, [TO-BHIMMOMY, MOYKHO CBSI3aTh C Hapy-
MICHUSMH IIPOIIecca ICTOSPH3aUH (JOMOTHATESIHHBIX OT-
PHUIATENBHBIX 3KCTPEMYMOB), YTO MOKHO 000OCHOBATH OJTH-
30CTBIO JIOKAIM3AIUH TICPBBIX ¥ BTOPBIX. YKa3aHHBIC U3Me-
HeHUs npouecca aenonspuzanuu npu 1 sapuante CYUQT,
BEPOSITHO, MOT'YT IPOSIBIIATHCS B XOE ITpoIiecca ACTOsIpH-
3alyu IPH 2 BapuaHTe CHHIpOMa B (hopMe 3aperucTpupo-
BaHHOU HamMu 0o0JIee MIUPOKOIL, Y4eM B HOPME, 30HBI OTPHIIA-
TEJIFHBIX IOTCHIIMAIOB Ha MIEPETHEH ITOBEPXHOCTH TPYAHOM
KIIeTKH. Borpoc o npupo/ie BEISBICHHBIX U3MEHEHUH TTPO-
LIECCOB JIe- M PETIOIISIPH3AIINY MUOKap/Ia JKEITYJOYKOB OCTa-
ercst oTKpbIThIM. [Tockonbky B matorenesze CYUQT kiroue-
BYIO POJIb UTPACT HapyIICHUE (PYHKIIMYA HOHHBIX KAHAJIOB, B
JUTEPAType, KaK MPaBHII0, YKA3bIBACTCS HA H3MEHECHHUE TIPO-
1ecca perospru3aliy, JITHTEIEHOCTE ¥ XapaKTep KOTOPOTOo
omnpenensercs ux pyHkuueii [22, 23,29, 30].
DJEeKTpUYECcKasl CUCTONIa MUOKap/a JKEITYI0YKOB OIT-
penensiercst pazof MEMONIPU3ANUNA TPAHCMEMOPaHHOTO
MTOTCHIIMAIA ICHCTBUS MAOKAPIHATBHBIX KIIETOK, B KOTOPOM
HE 3aJcHCTBOBAHBI MOHHBIC KaHAJBI, TOPaKaeMbIe MPHU
CYUQT. Ucxoms u3 Toro, 4to Hamu, TeM He MeHee, B 70,6%
ciydaes npu | BapuanTe cunapoma u B 20% - mpu BTopoM
OBLIN BBISIBJICHBI XapaKTePHBIE OCOOCHHOCTH, MOKHO TTPE]I-
MTOJIOKUTH HANTMYHE (DAaKTOPOB, HE HMEIOIIHX MPSMOTO OT-
HOIIICHUS K pab0Te MOHHBIX KaHaNOB. K Takum daxTopam y
6onpHEIX ¢ CYUQT B HacTosiee BpeMst OTHOCAT HEOTHO-
POIHOCTD MHHEPBAIHH TIPABBIX U JICBBIX OT/ICTIOB CEP/LIA, YTO
MOJKET CKa3bIBaThCs KaK Ha XOJIC ITPOIIeCca PETIOIIIpU3aIIHH,
TaK U Ha JENOoJIIpU3alii MUOKap/a KeIyJ04KoB [ 5, 25, 26].
BozMmoxkHO, uTo aHm30Tponms I mporeccoB B MEOKapIC y
60mbHBIX ¢ CYUQT siBrsieTcst CleICTBUEM CHMITATHYECKOTO
mucOananca, XapaKTepHOTO MTPY JAHHOM 3a00JICBaHIH.
BrIsiBiIcHHBIC N3MEHCHUS B AIEKTPHYCCKOM IT0JIC Cep/I-
na 'y 6ompHBIX ¢ CYUQT nmerot 3Ha4eHUE Kak utst nudde-
PESHIMANTBEHOW TMAaTHOCTHKH 3a00JICBaHMUS U €TO BAPHAHTOB,
TaK ¥ JUTS OIICHKH CTETICHHU MX BBIPAKCHHOCTH KaK ITOTCHIIU-
aBpHOTO cyOcTpaTa aputmud. [locieaee 0COOCHHO BaXKHO,
ITOCKOJIBKY, HECMOTPSI HA MHOTOUHCIICHHBIC ICCIICIOBAHUS,
MIPUYUHBI ¥ MEXaHU3MBI PA3BUTHUS KH3HEYTPOKAFOIIUX Ha-
pytenuii putma cepana y 6oipabix ¢ CYMQT ocratores 1o
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KOHIIa HE SICHBIMH. UyBCTBUTEIBEHOCTh U CIEHU(PHIHOCTH
BBISIBJIICHHBIX OCOOCHHOCTEH 715t IOTIOJTHUTEIFHOTO OTPHIIA-
TenbHOro ’kcrpemyma npu LQT1 cocrasmmm 71% u 90%
COOTBETCTBEHHO, [UISl PACIINPEHHOM 00IaCTH OTPULIATEIb-
HBIX TIOTCHITAIOB B XOJIC ICTIONSIPH3AIH y O0bHBIX ¢ LQT2
- 60% 1 85% COOTBETCTBEHHO, a ISl YBEIIMICHHOH 00J1aCTH
OTpHILATENBHBIX OTCHIMAJIOB Ha IPaBOH MOBEPXHOCTH TPY/I-
HOM KJIETKH pH penosisipu3auu y 6onbHbIX ¢ LQT2 - 90% n
95% cOOTBETCTBEHHO.

OrpanmdeHus ucciienoBanus. HesHadnTeIbHBIN 00beM
MIPOBE/ICHHBIX NCCIIEIOBAaHUH Y OONBHBIX ¢ 3, 5 1 7 BapuaHTa-
MU CHHJIPOMA ITO3BOJISIET PACCMATPUBATh X KaK KIIMHUYEC-
Kre HaOJIOZIeH!st 1 TpeOyeT paclIMpeHHs! INarHoCTHIECKON
0a3bl, 4TO, BEPOSITHO, TIO3BOJIUT CAENATH O0JIee pa3BepHY-
ThIe BBIBOJBL. KpoMe Toro, oOcienoBaHHbIE OOJIBHBIE C
CYUQT nonyvanu Tepamnio 6era-010kaTopamu, 4To MOTIO
oKa3arb BiIusHUE Ha O npolecchl B MHOKape Kely104-
koB. C 11eJ1b10 UCKITFOUEHHSI BIUSIHUS TAaHHOTO (hakTopa He-
00X0IMMO BKJIFOUEHHE B UCCIIEIOBAaHNE COOTBETCTBYIOLIECH
TPYIITBI KOHTPOJISL.
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OCOBEHHOCTHU JIEKTPODOU3NOJIO TYECKHX CBOMCTB MUOKAPIA VY JIETEN C CUHIPOMOM
VIJIMHEHHOI'O UHTEPBAJIA QT ITO JAHHBIM ITOBEPXHOCTHOI' O OKI" KAPTUPOBAHU I
JI.A. Kanunun, U 11 Tonaxosa, M.A.LlIkonvnuxosa

Beicokuii prck BHE3aIHON CepeIHON CMEpPTH Y AeTel ¢ cunapomMoM yairHeHHoro narepsaia (CYU) QT onpenensier
HEoOXOIMMOCTh Ha PAaHHEH CTaJu1 ANarHOCTUPOBATH 3200JICBAHNE U OLICHUTH PUCK Pa3BUTHS XKM3HEYTPOXKAIOIIIX OCIIOXK-
HEHUI1, B TOM YHCIIe y OOJIBHBIX CO CKPBITHIMH, JIATCHTHBIMU (hOpMaMH ITaTo10ruH. IIoBepXHOCTHOE 311eKTpOoKapIrorpadu-
YecKoe KapTHPOBAHHKE ITO3BOJISIET OCYIIECTBISITh KOMIJICKCHBII HEMHBA3UBHBIM aHAJIN3 3JIEKTPHUYECKOTO TTOJIS CEepP/La, BBISB-
JISITh U3MEHEHHS AJIEKTPOPHU3NOIOTHYECKIX CBOMCTB MHOKAP/A U IIPOBOIUTH UX TOITHUECKYIO TNArHOCTHKY.

B nccnenoBanme 6putn BKITFOUEHBI 30 eTeii ¢ moarBepskaeHHbM paree auaraozom CYUQT (19 neBouek u 11 manpau-
koB): 17 6ombHBIX (58%) ¢ 1 BapranTom CYUQT, 10 6onbHbIX (33%) co 2 BapuanToM, 110 1 GobHOMY ¢ 3, 5 1 7 BappaHTamu
CYUQT. Bozpact obcnenoBannsix ot 6 10 17 ner (12,142,8). KonrponsHyto rpymmy cocrasuiu 20 neteit 6e3 npru3HakoB
3a00JIeBaHMUI CEPIICTHO-COCYTUCTOH crcTeMbl (7 aeBouek u 13 mampunkoB). Boszpact o6cienoBaHHbIX 0T 5 110 17 net (14,742.9).
BceM BKITIOYCHHBIM B HCCIIEA0BAHNE ICTSIM OBLIO IPOBECHO OOMIEKIMHIYECKOE 00CIICIOBAHUE U TIOBEPXHOCTHOE KapTHPO-
BaHMe ¢ mpuMeHeHneM cucremsl «Cardiag-112.2» (Uexns) B paboTe mconap30BaHbl H30MOTEHINAIBHBIC KAPTHI - KAPTHI
OJJHOMOMEHTHOTO PAaCHpe/IeJICHNs TIOTEHINAIIOB Cep/illa Ha pa3BepTKe MOBEPXHOCTHU IPYIAHON KIETKH, TOCTPOCHHBIC IS
TIEPHO/IOB JIe- ¥ PETIOIISIPU3ALIIH.

V¥ 70,6% 6ombHbIX ¢ 1 BapuanTom CYNQT na 40-80 Mc oT Havasa mporecca Jenosipru3aiy 3aperuCTPUPOBAHO /1Ba
(58,8%) nm tpu (11,8%) oTpunaTeIbHBIX SKCTpEeMyMa B 001aCTH ITPOEKIMH TIEpeTHEH CTEHKH MPaBOTO JKEITyI04Ka, CpeTHEH
TpeTu MexoKenynoukoBoii neperoponku (MIKIT) u mepenueii crenku JieBoro sxemynodka (JIXK). B xone mporiecca permossipu-
3arun y 0oibHBIX ¢ 1 Bapuantom CYNQT B 58,3% ciryuaeB 0TMeUasoch MOSBICHUE JOTIOJHUTEIBHBIX TTOJIOKHUTEIBHBIX
HKCTPEMYMOB B 00JIACTSIX, IPUMEPHO COOTBETCTBOBABIINX JIOKAIU3AIMH JIOOJHUTEIBHBIX OTPUIIATEIBHBIX SKCTPEMYMOB B
xoze mporecca nernosipusarn. Y 60% 6ombHbIX co 2 BapuanToM CYHWQT Bo BTOpoii TOIOBHHE TpoIiecca ACTIONpU3AIHN
BBISIBIIEHA O0JIee IMPOKasi, 4eM B HOPME 30Ha OTPHULIATEIILHBIX IIOTSHIINAIOB B 00JIACTH IPOESKIINH ITepeTHEH CTeHKH TIPaBO-
o Kelynouka, 6azanpHOl U cpexnert Tpetn MXKII, nepenneit crenku JDK. ¥V 90% 6onbubIx co 2 Bapuantom CYNQT
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TIPOLIECC PEMOIIIPU3ALINH XapaKTEPH30BAJICs OOLIMPHON 30HOM OTPHLIATEIILHBIX ITOTEHIINAJIOB, B IPOSKIUH TIEPEAHEH CTEH-
K ipaBoro kemynouka, MKII, nepenneit crenky, 3aiHero u 3axHe6azansHoro otenos JOK u Bepxymiku. B 70% ciryuaes 3to
COIPOBOKAATOCH (POPMUPOBAHUEM JOTIOJHUTEIBLHBIX OTPUIATEIBHBIX U B 30% CiTydaes - HOIOKUTEIBHBIX IKCTPEMYMOB,
410 00yCIIaBINBAJIO KAPTUHY MYJIBTHIIONBHOTO pacipeseieHus noreHnuana. Crernuduaeckre 0coOEHHOCTH MPOIIECCOB Jie-
1 PENoJIIpU3aIMN MHOKap/a XKeTyJOYKOB 3aperUCTPUPOBAHbI y OONBHBIX € 3 M 7 KIMHUKO-TeHETHYECKUMH BapHaHTaMU
CYHQT.

Bompoc o npupoie BBISIBICHHBIX M3MEHEHHUH MPOIIECCOB JIe- U PETIOIIPU3ALIHI MUOKAPA KEITYI0YKOB OCTACTCS OT-
KPBITHIM. Helb3s1 HCKITFOUMTh, YTO aHW30TPOIINS AIIEKTPOPU3HOIOTHIECKUX ITPOLIECCOB B MUOKap e y 6ombHbIX ¢ CYNQT
SIBIISICTCS CIIEJICTBUEM CHMITIATHUECKOTO IcOaanca, XapakTepHOTO JUIst JAHHOTO 3a00JIeBaH . BBIsSBICHHBIC M3MCHEHMS B
ANEKTPUIECKOM Moste cepana y oonpHbIx ¢ CYNQT nmeror 3HaueHne Kak uist tuddepeHnnanbHON ANarHoCcTHKN 3a0051eBa-
HUSI M €r0 BapUAHTOB, TAK U JUISl OLICHKH CTEIICHH MX BHIPAKEHHOCTH KaK MOTEHIIMAILHOTO CyOCTpaTa apUTMHH.

PECULIAR FEATURES OF ELECTROPHYSIOLOGICAL PROPERTIES OF MYOCARIUM IN PEDIATRIC PATIENTS
WITH LONG QT-INTERVAL SYNDROME ACCODRING TO THE DATA OF SURFACE ECG MAPPING
L.A. Kalinin, I.P. Polyakova, M.A. Shkolnikova

A high risk of the sudden cardiac death in pediatric patients with the long QT-interval syndrome (LQTS) makes
necessary the disease diagnosis at the earliest stages as well as the assessment of a risk of life-threatening events, including
the patients with the latent LQTS. The surface ECG mapping permits one to perform a comprehensive non-invasive analysis
of electric field of heart, to reveal alterations of myocardial electrophysiological properties, and to perform their topical
diagnostics.

Thirty pediatric patients (19 female and 11 male) with confirmed LQTS were included into the study; 17 patients (58%)
had LQTS of type 1, 10 patients (33%) had LQTS of type 2. LQTS of types 3, 5, and 7 were found in one patient each. The
patient age was 6-17 years (mean 12.142.8 years). The control group consisted of 20 healthy children aged 5-17 years (mean
14.7£2.9 years) without signs of cardiovascular disease (7 male and 13 female). In all patients, performed were the general
examination and the surface mapping using the “Cardiag-112.2” device (Czech Republic). The study dealt with equipotential
maps, i.e. maps of synchronous distribution of cardiac potentials on the chest wall surface scanning plotted for the periods
of depolarization and repolarization.

In 70.6% of patients with LQTS of type 1, two (58.8%) or three (11.8%) negative extremes in the area of projection of
the right ventricle anterior wall, medial part of the inter-ventricular septum, and the left ventricle anterior wall were recorded
at 40-80 ms of depolarization. During repolarization in the patients with LQTS of type 2, an appearance of additional extreme
in the areas close to area of location of additional negative extremes during depolarization was observed. In 60% of patients
with LQTS of type 2, a widened zone of negative potentials in the area of the right ventricle anterior wall, proximal and medial
parts of the inter-ventricular septum, and the left ventricle anterior wall was revealed in the course of the second part of
depolarization. In 90% of patients with LQTS of type 2, repolarization was characterized by a large area of negative potentials
in the projections of the right ventricle anterior wall, the inter-ventricular septum, as well as the anterior wall, posterior and
inferior (posterior-basal) walls of the left ventricle, and the apex accompanied, in 70% of cases, by additional negative
extremes and, in 30% of cases, by positive ones that caused a multipole potential distribution. Distinguishing features of
depolarization and repolarization in ventricular myocardium were also found for the patients with LQTS of the 3 and 7™
clinical-genetic types.

The origin of the observed alterations of depolarization and repolarization remains unclear. It should not be ruled out
that the anisotropy of myocardial electrophysiological processes in the patients with LQTS is a consequence of sympathetic
imbalance being characteristic of the syndrome. The alterations of the heart electric field in the patients with LQTS are of
significant importance for both the differential diagnostics of the syndrome and its types and the assessment of their
significance as a potential arrhythmic substrate.
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