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C yenvro uzyuenus cés13u NO30HUX NOMEHYUAN08 JceayO00HKO08 U HapyueHuil pumma cepoua o6caedosansvt 35 nayuenmos
¢ coeduHumenbHomKanHol ducnaasueil cepoua, 34 nayuenma ¢ coeOuHUMeAbHOMKAHHOU ducnaa3ueil cepoua U conymc-
meyroweil apmepuanvHoll eunepmensuell u 39 ycao6Ho 300posvix nayuenmos. Becem o6caedyemvim npoeodusocs cymouroe
monumopuposanue KT, sxoxapouoepagus u 31eKmpoxkapouoepammol 8biCOK020 pa3peUleHus: 8 COOMEemcmeuU ¢ peKoMeH-
dayusmu, onyoauxosannsimu 6 1991 e. Eeponeiickum kapouonoeuueckum oduwecmeom. Ouenusani npoooslcumensbHOCMb
Gunremposannoeo komnaexca QRS, npodoaxcumenvHocms HUBKOAMNAUMYOHBIX CUCHAN08 Ha yposHe 40 MKk B 6 KoHue kKomn-
saekca QRS, cpednexeadpamuunyro amnaumydy nocaedunux 40 mc puaomposannoeo cuenanra QRS.

Hcnonvzosanue snekmpokapouoepaguu 8bicoK020 paspeuieHus U Xoameposcko2o moHumopuposanus IKI yayuwaem
NPOCHO3UPOBAHUE ONACHBIX JCEAYO0UKOBbIX APUMMUIL Y NAYUECHINO08 ¢ COCOUHUMEAbHOMKAHHOU ducnia3zueil cepouya.

KitoueBble ciioBa: coeTMHUTEbHOTKAHHASI TUCIIa3usl cepAla, apTepruaibHasi TUIIepTeH3Msl, 3JeKTPOKapauorpa-
(ust BLICOKOTO pa3pelieHusi, XoJTepoBckoe MoHuTopupoBanHue DKI.

HacnenctBeHHast aucruia3usi COeAMHUTENbHON TKaHU
SBJIIETCS MOP(MOJOTMYECKO OCHOBOM MHOTMX CTPYKTYp-
HbBIX U3BMEHEHUI OpraHOB U CUCTEM, KOTOPBIE OIPEC/ISTIOT
IUCIUIACTUKO-3aBUCUMbIE  HapylIeHUs  QYHKLUUU
U ux ocjoxHeHus. Haubonee yacTbIMU TPOSIBICHUSIMU
TeHEeTUYECKH AeTePMUHUPOBAHHOTO HECOBEPILIEHCTBA pa3-
BUTUSI COCIMHUTENBHOM TKAaHM SIBJSIETCS COCIMHMTEb-
HOTKaHHas AMCIUIAa3Ms CepLa ¢ HapyLIEHUEM CEPIEYHOrO
putMa 1 npoBoaumoctu [10]. MccrenoBaHusi mokasaiiu,
YTO TIPUCYTCTBUE HEIJIMTEIBLHOM XKEJIyIOYKOBOM TaXxuKap-
U SIBJISIETCSl (haKTOPOM, aCCOLMUPYIOLIMMCS C CYIIECT-
BEHHBIM PUCKOM BHE3aITHOM cepaedHoi cMepTH [12].

ITpu cyrounoii peructpauuu SKI mpucTynbl kemy-
noukoBoii Taxukapauu (XKT) 3apeructpupoBaHbl y 1
n3 12 OOJBHBIX C MPOJANiCOM MUTPAJILHOrO KJjlarmaHa
(8,3 %). bosee netanbHbI aHAIU3 TTOKA3bIBACT, YTO Yac-
ToTa 3n13040B KT 3aBUCUT OT BBIPAXKEHHOCTU MUTPAJIb-
HOI1 peryprutauuu [5].

KiuHuyeckoe 3HaUeHNE PEeAKUX XKeTyI0UKOBBIX IKC-
TPACUCTOJ MPU XOJTEPOBCKOM MOHUTOpUpoBaHUU (XM)
y U1 03 MPOSIBJICHUI OPraHUYECKOTrO MOPaKEeHUsI cep-
JIlIa TAaKOE XK€, KaK U CyMpPaBEeHTPUKYJISIPHON IKCTpacuC-
tonuu. OoHAaKO OHO 3HAYUTEIbHO BO3pacTaeT MpU HaIM-
yuu psiga 3a007eBaHUN U COCTOSIHUM, COIPSIKEHHbBIX
C BBICOKMM PMCKOM Pa3BUTUS XKU3HEYTPOXKAIOLIUX apUT-
MU 1 BHE3AITHOW CMEPTU, KOTrAa JaXXe eAUHUYHBIE IKC-
TPaCUCTOJbI MOTYT OBbITh 3HAUMMBIM (PaKTOPOM pHCKa
DPa3BUTUST OMACHBIX XKETYIOYKOBBIX apUTMUIA M BHe3ar-
HOI1 cepaeuHoit cMeptH [6]. B nmuteparype nmpakTHyecKu
OTCYTCTBYIOT JAHHbIE O CBSI3M MO3AHMX IOTEHIIMAIOB
xkenynoukoB (ITIT2XK), monyyeHHBIX MPU aHAIU3E DIEKT-
pokapauorpadur BbICOKOTO pa3pellieHus C HapyleHu s -
MM PUTMAa, BBISIBJIEHHBIX MPU XOJITEPOBCKOM MOHMTOPHU-

poBaHuu DKI y malueHTOB ¢ COeNMHUTEIbHOTKAHHOM
nucriasuein cepaua. Beicokast yactora IMITK y muig
C JOTOJIHUTEJIbHBIMUA XOpAAaMU JIEBOTO XEJIyLouKa
(JIXJI2K) monTBepxkaaeT B3aUMOCBSI3b MOCAETHUX C 3KETy-
JIOYKOBBIMU HapyILIEHUSIMUA pUTMa cepilla, MapKepoMm
KoTophix aBisgiorcs TTTTXK [3].

Lens uccnenoBaHuss — BBIIBUTH CBSI3b MO3IHUX
MOTEHIIMAJIIOB XEJYyIOYKOB C HapylIeHUSIMU DPUTMA,
00HapyXEeHHBIX MPU XOJTEPOBCKOM MOHMTOPUPOBAHUU
OKT 'y ycI0BHO 310pOBBIX JIHII, Y MALIMEHTOB C COSAUHU-
teapHOTKaHHOM aucrutasueit (CTH) cepaua, ¢ CT/I cep-
Jlla U COIYTCTBYIOLIEW apTepualbHOU TUIIEPTEH3UECH
(AT).

Marepuai u METOAbI

B uccnenoBanue Obliu BKJOYeHbl 108 nuu, B TOM
qucie 39 ycioBHO 310pOBbIX (14 My>XUMH U 25 XKEHIIWH);
cpenHuil Bo3pacT uccienyeMbix — 31+1,8 . Cpenau nauu-
eHtoB — 35 ¢ CT/I cepnua (15 myxunH u 20 XeHUIUH,
cpeauuii Bospact -32%1,6 1), 34 — ¢ CTI cepaua
U COITYyTCTBYIOLIEH apTepraibHOM rTunepTeH3uei Ha (hoHe
AHTUTUNIEPTEH3UBHON Tepanuu (f-aapeHo0I0KaTOPHI:
KOHKOP U 0eTaoK-30K, 0JI0KaTOPbl MEIICHHBIX KaIbLIM-
€BbIX KaHAJIOB: aMJOAUNUH U HUDeaunuH) (15 MykuuH
u 19 XXeHIWH); cpeaHuil Bo3pacT oocnenyeMbix — 31+1,8
. [IpuMeHsieMble METOABI: BJEKTpoKapauorpadus BbICO-
koro pazpeuieHus: (OKI' BP), npoBonuMast Ha 3J1eKTpo-
kapauorpage Cardiovit CS-100 DKI' — Moayne mBeii-
apckoii (pupmbl Shiller, axokapauorpadust — Ha yabTpa-
3ByKOBOM amnmapate Acuson/Sequoia (General Electric,
CIIA), xontepoBckoe MoHuTOpupoBaHue DKI' — Ha 3-x
KaHaJbHOM XOJITEpOBCKOM aHanuzaTope Medilog AR4
amepukaHckoit pupmbl Oxford.
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Taommuna 1

YacroTa ¥ XapakTep HapylleHHid puTMa cepaua o JaHHBIM X0TepoBcKoro MouutTopuposanusa DKI' y manuenrtos ¢ CT]
cepaua, CT]I cepaua u conmyrcrByomeii AT

HapyiiieHust putma cepaiia Tpyrrbl manueHToB
YcenosHo 3nopossie (n=39) | CT/ cepaua (n=35) CTJ] cepnua u comytcrBytomast Al (n=34)
Abc % Abc % Abc %

KBC (ob1ee yncio) 1 2,5 35 100 32 94,1

KOBI' - - 28 80,0 5 14,7

HITXT - - 22 62,9 3 8,8

KOBI+HITXT - - 20 57,1 5,8

C/B3C 3 7,7 27 77,1 21 61,8

CBT - - 9 25,7 2 5,9

Tpynmny ¢ CT]I cepaiia cocTaBUIM MAallMEHTHI CO Cle-
OyomuMn axokapauorpaduueckumu (DxoKI) mpu-
3HaKaMu: TipoJjanc MutpaibHoro kiamaHa (ITMK) I
cTerneHu 6e3 HapylleHus reMoguHaMuku — 15 (42,3%),
IIMK 1 crenenu 06e3 HapylieHUs] TeMOIMHAMUKH
M JIOXKHasi xopaa Jjesoro xenynouka (JIX JIK) — 6
(17,1%), IIMK I crenienu ¢ peryprutauueii I crenenu
— 5 (14,3%), IIMK I crenenu ¢ peryprurtamueii I cre-
neHu n JIX JIZK — 4 (11,4%), IIMK I crenenu ¢ peryp-
rutamueit I cterneHu u mposiaricoM TPUKYCIUIAATbHOTO
knamnaHa I crenenu c¢ peryprutaumeit Il cremenu — 2
(5,7%), IIMK 1I crenenu 6e3 HapylIeHUs] TeMOIMHA-
Muku — 3 (8,6%).

Tpynny ¢ CT]I cepaiia u conyTCTBYIOLIEH apTepraib-
Hoii runiepreHsueit (Al') Ha (poHEe aHTUTUTIEPTEH3UBHOM
Tepanuyu (AaHTarOHUCTOB KalblUsl W  [B-aapeHo-
0JIOKATOPOB) COCTAaBWJIM TMAal[MEHTbl CO CJEIYIOIIUMHU
OxoKI' mpusnakamu: [IMK I crenenu 6e3 HapyieHust
reMoguHaMuku — 12 manmentoB (35,3%), TIMK 1
crerneHu 0e3 HapyleHus: reMoguHaMuku u JIX JIK — 8
(23,5%), IIMK I crenienu ¢ peryprutaiueii I crernenu —
7 (20,6%), IIMK I crenenu ¢ peryprutauueii I crenenu
u JIXJIK — 4 (11,8%), IIMK 11 creneHu ¢ perypruraiu-
eii I crenenn — 3 (8,8%).

CratucTtuyeckass oO6pabOTKa MOJYyYeHHBIX JAaHHBIX
MPOBOJIMJIACH C MCIOJb30BaAHMEM CTAHIAPTHBIX MTAKETOB
nporpamm SPSS 16.0. JIocTOBEpHOCTB pa3IMyKii ONpee-
Jisiiach nmpu oMoy kputepust CtologeHTa. Bee naHHbIe
MpeACTaBJIeHbl B BUIIE CPEIHUX 3HAUYEHUH M CTaHIApT-

HBIX OTKJIOHeHUI (M*o). Paznuuus cuutanu ctaTUCTU-
yecku poctoBepHbiMU mipu p < 0,05.

Pe3yabraTsl

I1pu o6cnenoBanuu nauueHToB Ha DKI BP y ycnoB-
HO 3[0POBBIX NMAllMEHTOB IMO3IHUE MOTEHIMAIbI XKeJy-
noukoB (ITIT2K) BeisiBieHb! B 2,6 % ciydaeB. Heckoibko
oonee yactoe BoisiaecHue [TT12K y 3m0poBbIX U1 ¢ HATT-
YueM CUHIPOMAa paHHEM pernoyisipu3aliiy XKeJayJI04KoB,
MOXET OOBSICHSITbCSI HApYILIEHUSIMU BHYTPUXKEYI0YKO-
BOrO MPOBEIEHUsI, TPOSIBISIOIIMMUCI U3MEHEHUSIMU
TepMuHaabHON 4yactTu QRS-kommiekca (3a3yOpeHHOC-
ThIO Ha HUCXOZSILEM cerMeHTe 3ybia R u mombeMoM
cermeHTa ST) [6]. [To maHHBIM XOJITEPOBCKOIO MOHUTO-
pupoBanusi OKI' cpenn HapyuieHuit putma HauboJsiee
YacTO BCTPEYAIOTCS eAMHUYHBIE XKEJTyT0YKOBBIC U CYIIpa-
BEHTPUKYJISIPHBIE DKCTPACUCTOBI (Ta0I. 1).

ITo nannbiM DKI BP ITT2XK y mauueHTOB ¢ coeAnHU-
TeJbHOTKaHHON mucriasueit cepaua (CTH cepaua)
BbIsIBIICHBI B 62,9 % ciydaes, a y nanmeHntoB ¢ CT]I cep-
Ila u comyTcTBytoieil Al Ha ¢hoHe aHTUTUIIEPTEH3UB-
Hoii Tepanuu — B 17,6 %. [Mossiaenue TTITXK y 60onbHBIX
TUNEPTOHUYECKON 00JI€3HbIO OOYCIOBICHO yBEIUUYEHU-
€M BpEMEHU JAeNoJiIpu3aliy TUIepTPOoUPOBAHHOTO
MMOKap/ia, HaIm4ueM oyaros (puOpo3a U MECTHBIX BHYT-
pUXKeNnyIouKOBBIX Onokan [7].

B pe3syJibraTe npoBeAeHHOI0 X0JITEPOBCKOTO MOHUTO-
pupoBanust DKI y mamuentoB ¢ CTJI cepaua uauie
BCTPEYAIOTCS SKEJIYIOUKOBask M CYNpPaBEHTPUKYJISIpHAsK

Ta6muma 2
IIITXK n napymenus putma cepana y namueHtos ¢ CT/I cepmua, CT]I cepana u comyrcTyionieii AT’

Hapyuenus putma cepaua Hanuuue TTTK (n=28) OtrcyrerBue ITTTK (n=41)

CTa CTO+AT CTa CTO+AT

Abc % Abc % Abc % Abc %
KDC 24 71,4 4 35,7 11 26,8 28 68,3
(o011ee yucio)
XKOBI' 21 75,0 4 14,3 7 17,1 1 2,4
HITXT 17 60,7 3 10,7 5 12,2 - -
KOBI+HITKT 15 53,6 2 7,1 5 12,2 - -
C/BBC 11 39,3 5 17,9 16 39,0 6 14,6
CBT 3 10,7 1 3,6 6 14,6 2,4
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Ta6auna 3
Yacrora Hapymenuii putma y nanuentoB ¢ CT]I cepaua npu Hammunu v orcyrerum TTTTK
HapyiieHust putma cepaiia Hanuuue TTTTXK (n=28) | OrcyrcrBue IMIT2XK (n=41)
Yucno HapylieHuit putMa 3a cytku (M*o)
KOC (obiiee uncio) 275,68+57,14%** 103,31+13,77
XKOBI' 43,2848, 77%** 13,50+3,34
HITXT 4,45+0,99** 5,60£1,52
JKOBI+HILKT 3,24+0,56%* 4,00+1,00
C/BBC 226,69+13,98%** 27,77£10,11
CBT 40,75+5,12* 3,86+2,79

Ilpumenanue: *- p<0,05; ** — p<0,01; ***- p<0,001.

3KCTPACUCTOJIMS, KEJTYI0YKOBbIE IKCTPACKUCTOJIBI BbICO-
KMX rpaganuii mo cpaBHeHuro ¢ rpymmoii ¢ CT]I cepaua
M COMyTCTBYOLIEH Al' MPOLEHT BCTpeYyaeMOCTH Hapylle-
HU1 puT™Ma Bbille (Ta0.1).

IMpu vanmuum TIT12K y nmauumentoB ¢ CTI cepaua
yaie peructpupytorcst KOC (kenymouKoBbIe 3KCTpa-
cuctonnbl), ZKOBT (;kenynouKoBbie 3KCTPACUCTOJIbI BBICO-
kux rpagauuii), HITXKT (HeycToiiunBasi mapokcusmMalib-
Hasl KeJaygoukoBasi Taxukapausi), codyeraHue KOC
n HITXT. Ilpu orcyrcrBum ITI2K B ocHOBHOM perucr-
PUPYIOTCS XKeTyI0YKoBasl U CYIpaBeHTPUKYJISIpHAsT DKC-
tpacuctous (C/B BC) (tadu. 2).

BrisiBiicHA OCTOBEpHAsl CBSI3b BCEX M3YYaeMbIX Hapy-
weHunii put™a cepaua c [TITK cepaua (tatdit. 3). OcobeHHO
3TO MIposBIsgeTcs B rpymiie mauueHToB ¢ 2KOC (p<0,001),
JKEJTYIOUKOBBIMU 3KCTPACUCTOJAaMU BBICOKUX Tpamalivii
M HEYCTOWYMBBIMU MAPOKCHU3MaIbHBIMU KEJIyI0YKOBBI-
mu taxukapausmu (p<0,01).

OO6cyxeHue

[MpoBeneHHOE MCCIeIOBaHUE 1T0KA3a10, YTO Y TMallk-
eHtoB ¢ CT]l cepaua, SBASIONIEHCS BPOXISHHON MaTo-
JIOTHE, KOTopasi MPaKTUYECKM HE TPOSIBISIETCS KJIMHM-
YECKHM, JIOCTATOYHO YacTO BCTPEYAIOTCSI HapyLIeHUs
putMa. I[TMK o0ObIYHO XapakTepusyeTcsi J0OpoKauecT-
BEHHBIM TE€YCHUEM; BBICKA3bIBAJIOCh IPEANOIOXEHUE O
TOM, 4TO OH MoxkeT npuBectTu K BCC (BHe3amHoO# cep-
JIEUHOI CMepPTH), XOTs 3Ta CBSI3b YOSAUTEIbHO HE J0Ka-
3aHa. COOTBETCTBEHHO, HET AaHHBIX O TOM, YTO KaKoe-
MO0 TPO(PUIaAKTUIECKOE BMEIIATEILCTBO MOXET TpPU-
BecTU K cHIkeHuto pucka BCC. He cyiiecTByeT Kakoro-
JIMOO0 TIoKa3aTelisl, KOTOPbIii Obl MO3BOJWJ JOCTATOYHO
TOYHO MpeAcKa3biBaTh OCTAHOBKY cepaua [1], B To BpeMst
Kak y JIUI] C OPraHMYeCKOM MaToJIorueit cepala jokasaHa
a¢ppexkTuBHoCcTh MeTOona DKI BP B paHHeil nnarHoctrke
3JI0Ka4eCTBEHHBIX apuTMuii. ¥ 70% OOJIbHBIX C TUIIEp-
Tpoduueckoit kapaunomuonaruein (F’KMIT) u xenynou-
KOBBIMU HapylieHusimu putma (2KHP) o6HapyxuBatoTcst
IIT2XK. Y 79% 601bHBIX TUIaTAllMOHHONM KapAMOMMOIa-
e (JAKMIT) npu Hanuuum cnoxubix 2KHP peructpu-
pytores [MITK [7]. Cpeay naiueHToB € TO3AHUMU MOTEH-
LMajaMy KEJTYJI0YKOB — 3KEJIyI04YKOBasl TaxuKapiaus
(KT) — unu BHe3anHas cepaeuHast cmeptb (BCC) pasBu-

BaloTcs B 8-48% ciydaeB. B TO XXe Bpems1 onucaHHbIE
OCJIO>KHEHMUSI UMEIOT JIUILb 5% GOJIbHBIX C HOPMAaTbHBIMU
nokazatensimu DKI' BP [2]. ¥V nanueHToB, nepeHecmnx
OPTOTOINMYECKYIO TPaHCILIAHTALMIO Cepilla, OOHapyxKe-
Hue ITIT2K cBumeTeNbCTBYEeT O HATUYUM TSXKENION peak-
LIMU OTTOPKEHUS aJlloTpaHCIIaHTaHTa [§].

IIpu runepronmdeckoit Oosesnm IITTK cepaua
Habmonanuck B 51,7% ciydaeB, 4TO JOCTOBEPHO 0OJIb-
e, 4eM y 310poBbIX Jull (6,7%). YacTtoTa BBISIBICHUS
MX YBEJIMYMBAJIACh C YBEJIMUYECHUEM CTaJUU TUIIEPTOHU-
yecKoi 0osie3HU U 3HaunMo Oousblie Obuta mpu 11 cTa-
IUU TUMNEepTOHUYecKoit 6one3nu [11]. B rpynne 6ob-
Hbix MBC Ha (poHe caxapHoro nuabera yacToTa perucT-
PUPYEMBIX MO3IHUX KEJIYIOUYKOBBIX ITOTCHIIMAIOB
Boille, yeM y OonbHbiX MBC 6e3 caxapHoro auabera
(mpu octpoM wuHpapkre Muokapma — 48%, MOCTHH-
dapkTHOM Kapauockiepose — 30%, cTreHoKapouu —
25%) [4]. C npyroii CTOpOHBI, BBISIBJISIEMBIC Y 3MOPOBBIX
qu TTTTK MoryT ciny>kUTh TPeBOXHBIM CUTHAIOM UMeE-
IOILIEroCsI, HO e1lle HepPacIlO3HAHHOTO 3a00JIeBaHUsI cep-
JIlla, ¥ BCE YCWJIMS TOJDKHBI ObITh HAIpaBJIeHbI Ha IO/~
TBEepKACHUE WM OTPpUIIAHUE HAaJIW4Yusl JaHHOTO 3a00Jie-
BaHU y NMalveHTa Mpyu NOMOILIM IPYTUX JUarHocTuyec-
KHUX MeToauKk [9].

Ananus ganHbix OKI' BP mokasan, yto npu Haiu4uu
MITXK y naunenros ¢ CT/I cepaua BCTpeyatoTcs onacHble
apUTMMU — TaKue, KaK 3XeJIyJ04KoBasi TaXWUKapaus,
SKEJTYI0UKOBBIE SKCTPACUCTOJIbI BHICOKMX IPagallyii.

BriBoapl

1. Coueranue Mmetoauk DKI' BP ¢ perucrpanueit mos-
MHUX TOTEHIIMAJIOB XKEeIyIOYKOB U CYyTOYHOIO MOHMUTO-
pupoBanusi DKI' mo3BosisieT MpPOrHO3UpPOBaTh MOTEHIIU-
aJIbHO OIacHbIE apPUTMUM.

2. O6HapyxeHa cBa3b [1T12K ¢ HapymeHusaMu putMa,
BBISIBACHHBIMU MPU XOJTEPOBCKOM MOHMTOPUPOBAHUU
OKTI y naumenTos ¢ CT/] cepnua u conyrcrsyioleil AlL

3. B nporHocTuyeckomM OTHOIIEHUU HauboJjiee HeOJ1a-
TOMPUSATHBIMUA MOTYT CYMTAThCS MALMEHThI, ¥ KOTOPbIX
nmerotes IMI2K, Tak Kak mpy UX HAIMYWM Yalle PerucT-
PUPYIOTCS XKeJyI0UKOBbIE 9KCTPACUCTOJIBI (B T.4U., BHICO-
KHUX Ipajaluii), 3Mu301bl HEYCTOMYMBOU MapoKCU3Mab-
HOW XETYyI0YKOBOW TaXUKAPIUU U UX COYETAHUS.
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To investigate the association between late ventricular potentials and cardiac arrhythmias, 35 patients with cardiac con-

nective tissue dysplasia (CTD), 34 patients with cardiac CTD and arterial hypertension (AH), and 39 relatively healthy
people were examined. All participants underwent 24-hour ECG monitoring, echocardiography, and high definition ECG, in
accordance with the 1999 clinical guidelines by the European Society of Cardiology. The duration of filtered QRS signal and
low-amplitude signals at 40 mkV level in the end of ORS, as well as mean quadratic amplitude of the last 40 ms of filtered
ORS signal, were assessed.

High definition ECG and Holter ECG monitoring facilitates the prediction of life-threatening ventricular arrhythmias in

patients with cardiac CTD.

Key words: Cardiac connective tissue dysplasia, arterial hypertension, high definition electrocardiography, Holter

ECG monitoring.
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