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JIByHanpaBJIeHHYIO BepETEHOOOPa3HYIO JKEeIyI04-
koByto Taxukapauto (IBXKT) orHocsaTr k momuMopd-
HBIM JKeITyI04KOBbIM Taxukapausm [2]. ABXT mo-
KeT HaOIoAaThCs y OONBHBIX C CHHAPOMOM YITH-
HeHHoro uHTepBana Q-T anekTpokapauOTrpamMMbl
(CYH QT) u npu HOopMmanbHOM uHTepBasie Q-T. B
cBoto ouepenb, CYU QT mMoxer ObITh BPOXKICHHBIM
u npuodpereHHbM. Bpoxxnenusiit CYU QT B HacTo-
SIIee BpeMs T0CTaTOYHO M3y4YeH, Ha OCHOBE PE3yilb-
TaTOB MOJIEKYJISAPHO T€HETUYECKHX HCCIEAOBaHUN
BBIICJICHBI 7 TUIIOB AaHHOTO 3a0o0eBanus. [Iprodpe-
teuubit CYU QT BcTpewaercs ropas3mo garie, dem
npuoOpeTeHHBIH [2], BBUY 3TOTO ¥ 3HAYCHUE €O JIJISI
KIIMHUKH 3HAYUTENLHO OOITbIIE, BBHLY HEOOXOAUMOC-
TH podmnaktiku npuodperennoro CYU QT mpu Ha-
3HAYeHUU aHTHAPUTMUYECKUX CPENICTB.

JUKBT 6e3 ynnunenus uarepsana Q-T Ha anekr-
pokapauorpamme otimuaercst ot ciydaes CYU QT
1o psity npusHakoB [ 1, 2]. Bo-nepsrix, ABXT ¢ HOp-
MaJbHBIM UHTepBaioM Q-T 3aMeTHO YyBCTBUTEINb-
Hee K aHTHapUTMUYEeCKUM Tpenapatam | kimacca, Bo-
BTOPBIX, NTUTENHHOE Ha3HAUEHH e KOpIapoHa O0TEHBIM
¢ JIBXXT, Be13BaHHON aHTHAPUTMHUYIECKIMU Mperapa-
tamu | knacca, 1ocTaTtouHO 3PPEKTUBHO, B TPETHUX,
teuerue »toro tuna JIBXKT Gomee qo0pokavecTBeH-
Ho. Cpenu stronorndeckux npuunt JPKBT 6e3 ymu-
HeHus uHTepBasa Q-T Ha3bIBAaIOT JEKapCTBEHHBIE
BO37ICTBUA (aHTHAPUTMHUECKUMHU TIpernapataMu [
KJ1acca), IIpoarnc MUTPAIbHOTO KJIarlaHa, CIOPTUBHOE
cepaie.

B maHHOM COOOIICHUY MBI IPUBOIMM ClIy4dai pe-
ructpanuu JIBXXT y GonbHOH ¢ MHOXXECTBEHHBIMHU
MIPOSBJICHUSAMHU COEAUHUTENBFHON TKaHU cepria (MUK-
comaro3, mpoiaabupoBaHKue U pacIIeIIICHUEe CTBOPKU
MUTPAJIbHOTO KJIalaHa, aHeBpHU3Ma M Je(EeKT Mex-
MIpeJICepAHON MEPETOPOIKHI).

Bbonbras M., 43 ner, mocTymiia B KapAHOIOTHYeC-
koe TOKJI 22 ¢eBpains 2006 rona (uctopus 6oe3HH
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Ne 671) ¢ xamobamu Ha MEPUOJUUECKHE KOIIOIINE
Oonu B o0macTu cepana.

[IpuunHO# rocruTaIM3auy ABUIOCH BBISBICHUC
IIPH XOJITEPOBCKOM MOHUTOPHPOBAHUH KT POKAPIH-
orpamMmbl (XM OKI') mapokcusma KemyaodKoBOM
TaxukKapauu. boinu B o0nacTu Hadyanu OECIIOKOUTH
npuMepHo 3a 10 qHEH 10 ToCTuTa 3allug.

OOBEKTUBHBIE JAHHEIE:

U3 nepenecénnbIx 3a007eBaHNi OTMEUAET PEIKUE
npocTynHblie 3a0oneBaHus. HacnencTBeHHOCTh He
orsrouieHa. bonpHas poausia Tpoux Aerei.

OOBEeKTUBHO: 00IIee COCTOSHUE YIOBJICTBOPHU-
TENBHOE, TIPABUIBHOTO TEJIOCIOKEHHSI, YIOBIECTBOPH-
TEJILHOro MUTaHus. KoyKHbIE TOKPOBBI ¥ BUUMBIE CJTU-
3MCThIC OJICIHO-PO30BOM OKpacku. B jierkux mpociy-
IIMBaeTcs BE3UKY/SIpHOE AbIxaHue. Pa3Mepsl cepaia
HE yBEJIWYCHBI. TOHBI PUTMHYHBIC, 3BYyYHOCTh 1-TO
TOHA COXpaHEHa, aKIEeHT 2-T0 TOHA HaJl IETOYHOU ap-
tepueil. Haj BepXyIikoil IpoCiylMBaeTcst MSTKUM KO-
POTKHI1 CHCTONMYECKHI IIIyM H OoJiee rpyOblid CHCTO-
JIMYECKUI IIyM HaJl JIErOYHOM aptepueil. Hacrora cep-
nednbix cokpamienuit (HCC) — 76 yn/muH. Aprepu-
anpHoe naBnenue 120/75 MM pt. cr. JKUBOT MATKHIA,
0e30one3nenHbIi. [ledens He yBennyeHa. OTEKOB HeT.

JlanHbie J1aOOpAaTOPHOTO W MHCTPYMEHTAJILHOIO
o0cIeI0BaHMS:

+ 001t anamu3 Moun (ot 23.02.06): cBeTI0-Ke-
Tasl, yaenbHbId Bec — 1017, Oe/toK — OTpUIIATEIbHBIMH,
caxap — OTpUIATEIbHbIN, TEUKOUTHI — 1-2 B mone 3pe-
HUSL, STUTENUN — 3-4 B TI0JIC 3pCHUSL.

+ 00t ananus kpoeu (ot 23.02.06): sputponu-
ThI: 4,29*%10712 11, remorino6us — 123 1/11, TeAKOLMUTHI
-5,0*¥10"9 n, popmymna: ¢ —68%, 1 —29%, 1 —2%, 3 —
1%. CO3 5 mm/4ac.

+ Onoxumuueckuii ananu3 kposu (ot 13.01.03):
rmoko3a — 4,09 MMoik/i1, ModueBrHA — 4,6 MMOJB/T,
xonecrepul — 6,6 mmoib/in, ACT — 0,5 mmonb/4 1,
AJIT — 0,19 mmons/g 11, K+ — 4,7 mmons/i, Na — 147
MMoak/i1, CPB < 6mr/m.
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YnsTpa3BykoBOo€ HcCCIeIOBaHUE cepiaua (oT
10.01.03): Aopra — 35 MM, JeBoe mpencepaue — 46
MM, TOJIIMHA MEXKETyJOYKOBON MEeperopoaxu —
11/17 MM, ToNMIMHA 3aHEH CTEHKHU JICBOTO XKEITYI04-
ka — 9/16 mm, KCP/KJIP — 36/62 mm, KCO/KJIO —
54/195 v, @B —72%, ITDK — 28 mMm. B obnactu mex-
npezacepanoit neperoponku (MIIII) ompenensiercs
aHEeBpU3Ma C OCHOBaHHEM 26 MM M BBICOTOM 10 MM.
B obnactu aneBpusmbl MIIIT onpenensiercst npepbl-
Buctocts KoHTypa MIIIT 4 MM u 1,5 MmM. CTBOpKH
aopTaJIbHOTO KJamaHa He u3MeHeHbl. CTBOPKH MUT-
paJIbHOrO KJIaraHa U3MeHbl MUKCOMATO3HO, IBUKEHHE
MX pa3HOHAMPABJIEHHOE, IPU3HAKH HETTOTHOTO PacIIe-
JIeHUs 3aJHEW CTBOPKU. TpUKyCIMAAIBHBIN KJIANIaH U
KJIaTlaH JICTOYHON apTepun 0e3 MaToJOrnYecKux M3-
Menenuid. [1pu nonmneporpaduu BeIsIBICHa MUTPAITb-
Hasl perypruTaius — ckopocts noroka 4,9 m/c. 3ak-
JIOYEHNEe: BPOXKJICHHBIM MOPOK cepllia: aHeBpH3Ma
MIIII, muOXecTBeHHbIe nedekTsl MIII. Mukcoma-
TO3 CTBOPOK MHTpANbHOro Kinamana. I[Ipomanc Mut-
paNbHOrO KianaHa 3 cTeneHu, MUTpaibHas perypru-
Tamus 2-3 crenenu. YacTuaHoe paciierieHue 3a1Hei
CTBOPKH MUTPAJILHOTO KilanaHa. Pacimmpenue mosuoc-
TH JIEBOTO KEITyA0YKa U JIEBOTO IpeCcepausl.

Onexrpokapaunorpamma (OKI'): puTMm cuHYCOBBII
HEpEryJspHBI, pelKue paHHHE KeTyTOIKOBbIE IKCT-
pacucronsl. Matepsan Q-T = 0,39 ¢, Q-Tc = 0,35 c.
UCC — 80 ymapoB B MHUHYTY, OTKJIOHEHUE JJICKTPHU-
yeckoit ocu cepana (30C) rneo (yrom o — 13°).

Amnanus uatepBana Q-T OKI' (ompenenenue auc-
nepcun — cucrema «llomu-Crektpy): Q-T = 383 mc,
Q-Tc = 439 mc, Q-Td = 49 mc, Q-Ted = 56 wmc,
Q-Tcdn =16 y.e.

Ananms OKI Ha I[TTDK: gmurensHocTs QRS =107
Mc, RMS40 = 25 mxB, LAS40 = 38 mc, StdQRS = 85
Mc. 3akmouenue: [ITDK He peructpupyercs.

Bapuabenpnocts putma cepana (BCP) ot
23.02.06. R-Rmin — 704 mc, R-Rmax — 905 mc, R-
RNN — 856 mc, SDNN — 41 mc, RMSSD — 55 wmc,
pNN50—-2,3%, CV —5,29%, TP — 1721 mc"2, VLF —
834 mc™2, LF — 354 mc"2, HF — 533 mc™2, %HF —
31%, %LF — 20,6%, %VLF — 48,5%, LF/HF — 0,66.
3axitoueHne: 00Ias MOITHOCTD CIIEKTpa HEHpPOryMo-
panbHOM MOmymsAIuu — ymepeHHas. CocTosHuEe Hel-
pOryMOpajbHOM PEryNsLuU XapaKTepu3yercs yMepeH-
HBIM YPOBHEM BarajibHbIX M TYMOPaJIbHO-METa00Iu-
YyeckuX (UepeOpalabHBIX SPTrOTPOIHBIX) MPH HU3KOM
YpOBHE CUMITaTHYECKUX BIUSHUI B MOIYNISIINU Cep-
neyHoro putMa. bamaHc OT[enoB BereraTuBHON He-
pBHO# cucremsl (BHC) xapaktepusyercss cMerian-
HBIM THIIOM MOIYJISIIMU. BapraOensHoCTh cepaeaHoro
pUTMa CHIKEHA.

Omroporpadust Ne 42749 ot 11.01.06. Hopma.

XM OKT or 16.02.06 r. (aMOy1aTOpHO): JUTUTEIb-
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HocTh HaOmonenus 23 waca 37 munyt, YCC cpennsist
nHeM — 83 yn/MuH, MuH. — 61, Make. — 136; UCC cpen-
Hsis HOYbIO — 67 yn/MuH, MuH. — 61, makc. — 105, [Iu-
mamuka YCC 6e3 ocodbennocreii, cumkenne YCC Ho-
Ybl0 — B npefenax HopMbl. Llupkaauerii uagexc — 1,23.
3aperucTpupoBaHbl ApUTMUN: OAMHOYHBIX HaKEITy-
NouKoBBIX SKkcTpacucton (IC)— 151, oqMHOYHBIX Tpe-
cepanbix DC — 6, mapHbIX npencepanbix 9C— 1, rpyr-
noBbIX peacepaHbix C — 1, amu30/1 HIDKHENpecep-
nHOro putMa ¢ yactorod 103 ymapa B munyTy — 1,
MapoKCU3M HIDKHenpeacepaHon taxukapauu ¢ YCC
192 yaapa B MUHYTY — 1, OTHHOYHBIX KETYIOYKOBBIX
3C — 214, rpynna u3 HaHKEMYIOIKOBBIX U KETyI0u-
koBbIX DC — 1, 31K30/1 BEpETEHOOOPa3HOM JKeIymo-
KOBOU Taxukapauu — 4 (HOubto B 5:57) (puc. 1-2).
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Puc. 2. ®pazmenm XM IKI': npodonscenue
6epPemeH000PaA3NOIL HCEIYOOUKO6OI MAXUKAPOUU

XM OKT (ot 27.02.06 ., Ha (oHE MpreMa aMHO-
JapoHa): NIUTEIbHOCTh HaOmoneHus 21 yac 38 mu-
HyT. UCC cpennssa naem — 82 ynapa B Munyty, YCC
MUHUMaJbHas 1HeM — 62 ynapa B MunyTy, YCC Mak-
cumasibHag aaeM — 112 ynapos B munyty, UCC cpen-
HAA HOUbIO — 64 ynapa B MuHyTy, HCC MUHUMaTbHAS
HO4blO — 58 ynapoB B MmuHyTy, YCC MakcuManmpHas
HOYBI0 — 77 ynapoB B MUHYTY. OIHHOYHBIX HaHKEIY-
no4koBbIX JC — 10 (mHem — 5, Houblo — 5). [lapHbIx
HapkenynoukoBbix OC — 1 (B 3:16). I'pynmnoBbIx Haj-
xemyaoukoBeix OC 1 (B 22:32). OOUHOYHBIX KEIy-
JIOYKOBBIX AKCTpacucTon — 9 (mHem — 1, HOUBIO — §).

JUAT'HO3: BpoxneHHBIH TOPOK cep/Iria: aHEBPH3-
ma MIIII, muOXecTBeHHbIe AedekTsl MIIIT. Mukco-
MaTo3 CTBOPOK MUTpaNbHOro Kiamnana. [Iponamnc mut-
paNbHOrO KianaHa 3 cTeneHu, MUTpaibHas perypru-
Tamus 2-3 crenenn. YacTuaHoe paciierieHue 3a1Hei
CTBOPKH MHUTPANbHOTO KianaHa. Ilapokcu3mer xemy-
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JIOUKOBOH BepeTeHo00pa3Hol Taxukapaun. Kemynou-
KoBas u cymnpaBeHTpukyaspHas DC. Ilapokcu3msr
npencepanoi Taxukapauu. HO.

BonbHOI Ha3HAYEHO JIeUeHHe aMHOIapOHOM, Ha-
yuHas ¢ 1031 600 mr B cyTku (10 gHelt), ¢ mocneny-
oM yMeHbleHrneM 10 400 Mr B cyTkH (2 HeOemnn),
nanee AnuTeasHo — 200 MT B CyTKH.

[ocne BeIMuckH OonbHAsT HAOMIOMANIACH B KaOH-
HeTe HapymeHuil putma ['pognenckoro OKJI, pery-
JSIpHO pUHUMala amuonapon. CaMov4yBCTBHE OCTa-
BaJIOCh YIIOBJIETBOPUTEIBHBIM.

BonpHas moBTopHO 0ob6cnenoBana B OKJl HosOpe
2006 roma (ucropusi 6one3rn Ne 3484). Ormeuaer
yAydIllleHHEe CaMOYyBCTBHS, HapyIICHUH pUTMa HE
OBLITO, IEPUOANIECKU OECITOKOST TOIOBHBIE OOJH.

OKT ot 6.11.06 . PuT™M CHHYCOBBI peryssipHbIii,
UCC - 68 B 1 MUHYTY, TOPH30HTAIHHOE TTOIOKECHUE
30C.P-Q=0,17¢c, QRS =0,1 ¢, Q-T=0,38 c, Q-Tc
= 0,35 c. HeBbIpaxkeHHbIE HAPYIIIEHUS PEOISpU3aLIuN
B oOmacTi OOKOBOU CTEHKH JIEBOTO >KeNmymodka (yri-
somieH 3yoen; T B orBeneHusax V5-Vo6).

[To manabiM XM OKIT, y 6onbHoM nuHamuka YCC
0e3 ocooennocreit. Camkenne UCC HOYbIO B TIpee-
JIaX HOPMBI. 3aperHCTPUPOBAHO OTMHOYHBIX TIpeicep-
naeix OC 87, ogumHOYHBIX KeMynodkoBbix DOC — 64
(maeM — 63, HOUBIO — 1).

Anamusz BCP: cTpykrypa BCP ykassiBaer Ha ma-
TOJIOTHYECKYIO CTAOHMITH3AINIO MOIYJISIHHU C TIepexo-
JIOM €TO PEryisiiu ¢ pedIeKTOPHOr0, BEreTaTHBHO-
T'O YPOBHS PYKOBOJICTBA Ha OoJiee HU3KUH — TyMOpaJib-
Ho-MeTabonmnyeckuid. OOIasi MOIHOCTh CHEKTpa B
npeznenax HOpMbl. CHIDKEHHE YPOBHSI BarajbHBIX M
CHMITaTHYECKHUX BIMSHHNA 1 YMEPEHHBIMU MeTaboH-
YECKUMU BIMSHUSIMH B MOIYIISIIUH CEPJCUHOTO PUT-
Mma. bananc orneno BHC — cmemannsiii. BCP cuu-
xena (SDNN — 33 wmc).

Ananu3 OKI' Ha mo3mHHUE TOTEHITHATBI JKEITyI09-
koB (ITIDK): tot QRS = 114 mc, RMS40 = 14 MxB,
LAS40 = 41 mc, Std QRS = 90 mc. Mmerorcs 3 kpu-
tepus Hammuus [TTDK.

Mexanusmel pazsutus [IBXT Gornee neranbHO
n3yueHsl y 0ompHBIX ¢ CYU QT, ueM y OGONBHBIX ¢
JABXT 6e3 ynnmmuenus uatepsana Q-T. M3BecTHO, uTO
y 6onpHBIX ¢ CYU QT B Bo3HMKHOBeHUHU [IBXXT oc-
HOBHOE 3Ha4YCHHE UMEET HapyIlIeHUE PEMOISIPU3aIIHH,
BBI3BAHHOE HapyIlIeHnEeM (pYHKIIMH MeMOpaH KapIuo-
MHOITUTOB, BBI3BAHHYIO (DEHOTHITHYECKON SKCIIPECCH -
eif TeHoB, UX Koaupyromux [3, 5]. MexaHusm pa3Bu-
THS OTHX HApyIIEHUH pernosipru3aiui MHOToQaKTop-
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HBI — TeHETHYecKoe HapyieHue (QpyHKIUH MOHHBIX

KaHAaJO0B, MOBBILLICHHAs TPUITEPHAS AKTUBHOCTD, pe-

THOHAJIBHAS U BPEMEHHAsI HETOMOI€HHOCTh JKCITpeC-

cur QYHKIMH penoysipru3aiiy U IPOBOJUMOCTH (gap)

[5].
3acayxuBaeT BHUMAaHHUS TaKkKe TOT (aKT, 4TO 10

JTaHHBIM aHaJIM3a BapuaOeIbHOCTH CEPACYHOrO PHT-

Ma He BbIsBIIeHO XapakTepHoe a1t CYU Q-T [2] pe-

o0JTalaHke CUMIIATUYCCKONH HEPBHON CHCTEMBI, HO

“Mejla MECTO HU3Kas BapHaOelbHOCTh CEPICYHOIO

putma. [II1K He ObUTM BEHISBIICHBI MPH MEPBOM 00-

CJIEJOBaHNH, HO IIOBTOPHO, YEPE3 MOJITOAA — 3aPETUC-

TPUPOBAHBI.

B BozaukuoBennu JABXT moryT urpars pois ypo-
BEHb IIOJIOBBIX TOPMOHOB M BEre€TaTUBHAs HEPBHAs
cucrema [6]. Tak, U3BECTHO, YTO y JKEHIIMH YacTOTa
CEpIECUHBIX COKpAIIEHWH B MOKOE U JIIUTEIIbHOCTD
nHTepBaia Q-T 3eKTpoKapIHOrpaMMBbl OOJIBIIE, YEM
Yy MY)KYHH. Y KCHIIMH TaKKe 00JIbIIIe YaCTOTa BCTPE-
YaeMOCTH BPOXKACHHOIO U MPUOOPETSHHOI0 NMHTEPBA-
nma Q-T. Yacrora BHE3amHOW CEp/IEUHON CMEPTH B 3
pasa BBIIIE TaKXke y KeHIMUH. OIHAKO TIPOTrHO3 MPHU
JABXT xyxe y myxuut. [ [ppudaussl, JeKamime B OCHO-
Be reHaepHbIx pazmuuuii npu JABXT, go cux mop B
JIETaAX HE BBISICHCHBI.

Oco0eHHOCThIO TIPUBOIMMOIO B JaHHOW paboTe
ciy4dasi SIBJSIETCS HAJIMYME MHOXKECTBEHHBIX IPOSB-
JICHWI IUCIUTa3uM cepiilla y HaOIroaaeMoi HaMu ma-
nUeHTKH. [1o-BuauMoMy, y OOJBHBIX C AUCILIA3UAMU
COCIMHUTENILHOW TKAaHU Cepila, Hapsay ¢ aedexra-
MU B TeHaX, KOAUPYIOIIHMX CTPYKTYPHYIO U (DYHKIIHO-
HaJbHYI0 MH(QOPMAILIMIO Pa3BUTUS COSTUHUTEIHHON
TKaHU CepJLa, UMEIOTCS U HAPYIIEHUS B TEHAX, KO-
PYIOIIMX MEMOpPaHHBIC HOHHBIC TOKU (BO3HUKAIOT TaK
Ha3bIBa€MbIC MEMOpaHOIATHH UK KaHAJIONaTHH ) [4].

Jumepamypa

1. Bokepus JLLA., PesumBmim A.I., IIponnuyeBa M.B. Cunapom ymiu-
HeHHOro uHTepBaia QT — KJIMHHMKA, IMAarHOCTHKA M JIeYeHUE. AH-
Hayel aputmosioruu // 2005. Ned. — C. 7-17.

2. KymakoBckuit M.C. Aputmuu cepana. PykoBoacTBo st Bpauei.
CII6.; UKD «Donunant», 1999. - C. 347-356

3. Antzelevich C. The role of sodium channel current in modulating
transmural dispersion of repolarization and arrhythmogenesis. J.
Cardiovasc Electrophysiol. 2006. Vol. 17. Suppl. 1.- S.79-85.

4. Modell S.M., Lehman M.H. The long QT syndrome family of
cardiac ion channelpathies: a HuGE review // Genet. Med. 2006.
Vol. 8(3). P. 143-155.

5. Poelzing S., Rosenbaum D.S. Cellular mechanisms of torsade de
pointes // Novartis Found Symp. 2005. Vol. 266. P. 204-217.

6. Rogge C., Geibel A., Bode C. Cardiac arrhythmias and sudden cardiac
death in women // Z. Kardiol. 2004. — Vol.93(6). — P.427.

Hlocmynuna 07.02.07




