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BEPETEHOOBPA3HAS JKEJTYITOUKOBASI TAXUKAPINAA Y BOJbHON
C MHOXECTBEHHBIMH INPOABJIEHUAMU JUCIIJIASUHN
COEJUHUTEJBHOMN TKAHHU CEPIIIA
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Tpusooumcs knuHuueckoe HabIOeHUe NAYUEHMKY, Y KOMOPOUL HA (hOHE MHOMCECMBEHHBIX NPOSGLEHUL OUCNIA3UU
COCOUHUMENbHOU MKAHU CEpOYa DbLIA 3aPUKCUPOBAHA 8EPEMEH000PA3HAS HCETYOOUKO8AS MAXUKAPOUSL, YO NOmMpebo8aio

HA3HAYeHUA amuoaapona.

KaroueBblie c10Ba: BepeTeHO00pa3HAasl KeJyI0YKOBas TAXHKAPAMSA, AUCIVIA3HA COCIMHUTENLHON TKAHH
cepana, NpoJanc MHTPAJILHOIO KJIaNaHa, aHeBPU3Ma MeKNpPeACePIHOI MeperopoiKku, aMHOAAPOH

The case report is presented of a female patient with the torsade des pointes tachycardia recorded at the background
of multiple signs of cardiac connective tissue dysplasia, that has required the therapy with Amiodarone.

Key words: torsade des pointes tachycardia, cardiac connective tissue dysplasia, mitral valve prolapse, inter-

atrial septum aneurism, Amiodarone.

JIByHamnpaBIeHHYIO BEPETEHOOOPA3HYIO JKEITY/I0UKO-
Byro Taxukapaunio (JIBXT) otHOCAT K mommMopdHBIM Ke-
TynogkoBbIM TaxukapamsMm [2]. ABXKT moxer Habmronars-
cs1 'y OONMBHBIX C CHHIAPOMOM YIUTHHEHHOTO MHTepBana QT
anekTpokapanorpamMmsl (CYU QT) u mpu HOpMaTEHOM HH-
tepsaine QT. B cBoro ouepens CYU QT moxeT OBITH BpOXK-
JIEHHBIM 1 ipnoopeteHHbM. Bpoknennsnii CYU QT B Ha-
CTOSIIIIEE BPEMSI IOCTATOYHO M3yUEH, HA OCHOBE PE3yJIbTa-
TOB MOJICKYIISIPHO-TEHETHUECKHIX MCCIIEJOBAHUH BBIJICTICHBI
7 TumioB manHOTO 3a0oneBanus. [Ipnobperennsnii CYU QT
BCTpEYAETCS TOpasIo Jarie, 9eM BpoyKICHHBIH [2], ero poib
JUTSl KIIMHUKHA 3HAYUTEIBHO BAXKHEE, BBUIY HEOOXOIUMOC-
TH npodmtakTiku npuodpererroro CYU QT mpu HazHa-
YEHNHT aHTHAPUTMHUUECKHIX CPE/ICTB.

JUKBT 6e3 ymnuaenus uaTepsana QT Ha amexTpo-
Kapauorpamme ormugaercs ot cirydaeB CYU QT mo psimy
npus3Hakos [ 1, 2]. Bo-nepsrix, JIBXKT ¢ HopmansHBIM HH-
TepBasiom QT 3aMeTHO UyBCTBUTENbHEE K aHTHAPUTMHUYEC-
KHM TIperaparam | kimacca, BO-BTOPBIX JUTUTETbHOE Ha3Ha-
geHne KopaapoHa 6omeHeM ¢ JIBXKT BeI3BaHHOIT aHTHAPHT-
MHYECKHMH Iipenaparamu | kimacca 1ocTaTtouHo S GEeKTHB-
HO, B TpEeThUX, TeueHue 3toro tumna JIBXT Goxee modpoxa-
gectBeHHO. Cpenu stnonorndeckux mpuanH JDKBT 6e3 yn-
nHeHus nHTepBana QT Ha3bIBAIOT JIEKAPCTBEHHbIE BO3ICH-
CTBHA (QHTHAPUTMHUYECKUM TIperiapataM | kiracca), mpornaric
MUTPAIBHOTO KJIAIIaHa, CIIOPTUBHOE CEpALIE.

B nanHOM COOOIIICHUN MBI TPUBOIAM CITy9ail peTUCT-
pammn JIBXXT y GopHO# ¢ MHOKECTBEHHBIMHE TPOSBIICHU-
SIMHU TUCTITa3UH COSTMHUTEBHON TKaHH CepAa (MUKCOMa-
TO3, MPOJAOMPOBAHNE U PACIIEIICHNE CTBOPKH MHUTPAITh-
HOTO KJIallaHa, aHeBPU3Ma 1 1e(EKT MEKITPEICEPIHOI TIe-
pEeToponKH).

Bonvnaa M., 43 nem nocmynuna 6 kapouonocuyec-
koe I'OK/] 22 ¢espana 2006 2o00a c scanobamu na nepuo-
Oouueckue Koarouue bonu 6 oonacmu cepoya. Ipuuunoii 2oc-
NUMAnU3aYUL A6UILOCH GblasleHUe NPU XOTMEPOBCKOM MO-
Humopuposanuu 3nekmpoxapouoepammuvl (XM OKT) na-
POKCU3MA JHceny0ouKo8oll maxuxkapouu. bonu e obracmu
cepoya navanu becnoxoums 6016HYI0 npumepHo 3a 10 Onetl

00 eocnumanuzayuu. M3 nepenecénuvix 3a001e8anull om-
Meyaem pedxue npocnyonvle 3abonesanus. Hacneocmeen-
Hocme ne omszowena. bonvnas poouna mpex oemeil.

ObvekmugHo: obugee cocmosHue y0081emeopii-
menbHoe, NPAGUILHO20 MEN0CI0ACEHUSA, YOO8IemBoOpU-
menvro2o numanus. Koscuvie nokpogel u guoumvie ciu-
3ucmole 61€0HO-PO3060U OKpACKU. B neekux npocayuiu-
saemcsl 6e3uKyIApHoe ovixanue. Pasvepol cepoya ne yse-
audenvl. Tonvl pummuunsle, 36yuHOCms 1-20 mona coxpa-
HeHa, akyeHm 2-20 mona Hao ne2ounol apmepuel. Hao
BEPXYUKOU NPOCTYWUBACMCI MACKUL KOPOMKULL CUCTO-
JUYECKULl wyM, U Oonee 2pyoblil CUCTNONUYeCKUL UYM HAO
Jne2ouHoll apmepueil. Yacmoma cepoeunvlX cOKpaujeHul
(4CC) - 76 yo/mun. Apmepuanvroe oasnenue 120/75 mum
pm.cm. JKueom maexuii, bezbonesnennsvliil. [leuenv He yge-
auuena. Omexog nem.

Obwuir anaauz mouu (om 23.02.06): ceemno-ogicen-
mas, yoenvuwiti eec -1017, benox - ompuyamenvrwlil, ca-
xap - ompuyamenvbHulil, 1etikoyumsl - 1-2 8 none 3peHus,
onumenuil - 3-4 6 none 3penus. Oowuil ananuz Kposu (om
23.02.06): spumpoyumei: 4,29*107 a, cemoenobun -123
2/n, netikoyumot -5,0%10° 1, popmyna: ceemenmosioepmuie
- 68%, numeboyumut - 29%, narouxkosdepmvie - 2%, 303u-
noguawt - 1%. COD 5 mm/uac. Buoxumuveckuii ananus
Kkposu (om 13.01.03): entoxoza - 4,09 mmonwv/n, mouegu-
Ha- 4,6 mmonv/n, xonecmeput - 6,6 mmonv/n, ACT-0,5
mmonw/n, AJIT - 0,19 mmonws/n, xanui - 4,7 Mmoav/n, Ha-
mpuil - 147 mmons/n, C-peakmugnviil 6enok < 6 me/x.

Vaiempaseyxkoeoe uccredosanue cepoya (om
10.01.03): Aopma - 35 mm, nesoe npeocepoue - 46 mm,
TONWUHA MENCHCETYOOUK080U nepe2opooku - 11/17 mm,
MONWUHA 3A0Hell CIeHKU 1e8020 dHcenyoouxa - 9/16 mm,
KOHEeUHbIl CUCMONUYeCKUll / Ouacmoauyeckuii pamep
(KCP/KJIP) - 36/62 mm, koneunwiii cucmonudeckutl / oua-
cmonuyeckuu oovem (KCO/K/O) - 54/195 ma, ¢ppaxyus
svibpoca (PB) - 72%, npasviii scenyoouek (IDK) - 28 mm.
B obnacmu mexcnpeocepomnoii nepecopooxu (MIIII) onpe-
densemcs anespusma ¢ ocHoganuem 26 mm u gsicomotui 10
mm. B obrnacmu anespusmor MIIIT onpedensemcs npepoi-
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sucmocmo koumypa MIIIT 4 yum u 1,5 mm. Cmeopku aop-
maneHo2o kranaua ne usmenenvt. Cmeopku MUumpaibHo2o
KIanana usmensvl MUKCOMAMO3HO, OBUICEHUE UX PASHOHA-
npaeiennoe, NPU3HAKU HEeNnOIHO20 pacujenyienus 3a0nel
cmeopku. TpuKycnuoanvusll KIanau u KiandaH J1e204Houl
apmepuu 6e3 namonocudeckux usmenenuu. Ilpu donnue-
pozcpagpuu 8viAGNIeHa MUMPATbHASL pe2ypeumayus - cKo-
pocms nomoka 4,9 m/c.

3axnrouenue: Bposcoennvlii NOpoK cepoya. anespus-
ma M, muoxcecmeenuvie oegpexmor MIITT. Muxcoma-
mo3 cmMeopoK Mumpanbho2o kianaua. Iponanc mumpans-
Ho20 Knanauna 3 cmenenu, MUMpAIbHds pecypeumayus 2-
3 cmenenu. Yacmuunoe pacwennenue 3a0Hel CMeopKu
MumpanbHo2o Kianana. Pacwupenue nonocmu neeoeo
JHCeY00UKaA U 1€8020 npedcepous.

Dnexmpokapouoepamma (OKT): pumm cunycogwiil
Hepe2yIAPHbLLL, peoKue pantue JHeery0ouKosble IKCMpacu-
cmonvl. Unmepsan OT = 0,39 ¢, QTc = 0,35 ¢. UCC - 80
Y0apoe 6 MuHymy, omxkJI0OHeHUue dJNeKMpU4eckoll 0cu cepo-
ya (0C) eneso (yeon A - 13°). Ananuz unmepsana QT
OKI (onpedenenue oucnepcuu QT vinonneno Ha cucme-
me «llonu-Cnexmpy): QT = 383 mc, QTc = 439 mc, OQTd =
49 mc, QTed = 56 mc, QTcdn = 16 y.e. Ananus IKI na
HTDK: onumenvnocms QRS = 107 mc, RMS40 = 25 mxB,
LAS40 = 38 mc, StdORS = 85 mc. 3axnouenue: [IDK ne
pecucmpupyemcsi.

Bapuabenvnocmvs pumma cepoya (BCP) om
23.02.06. R-Rmin - 704 mc, R-Rmax -905 mc, R-RNN -
856 mc, SDNN - 41 mc, RMSSD - 55 mc, pNN50 - 2,3%,
CV-529%, TP - 1721 mc?, VLF - 834 mc?, LF - 354 mc?,
HF - 533 mc?, %HF - 31%, %LF - 20,6%, %VLF - 48,5%,
LF/HF - 0,66. 3axniouenue: obujas MoujHOCms Cnekmpa
Hetipo2ymopanvhou mooyayuu - ymepennas. Cocmosnue
HetpOyMOPanbHOU peyIayuLl XapaKxmepusyemcs ymepeH-
HbIM YPOGHEM 8A2ANbHBIX U 2YMOPATbHO-MEMAOONULeCKUX

Juaenos.: Bpoowcoennvlii nopox cepoya: aunespusma
MIIII, mnoocecmseennvie oegpexmoi MIIIT. Muxcomamos
CMBOPOK MUmMpanbHo2o kianaua. Ilporanc MumpansHo2o
Kianauma 3 cmenenu, Mumpansras pecypeumayus 2-3 cme-
nenu. Yacmuunoe pacwenienue 3a0Hell cmeopKu Mum-
panvbroeo Kkaanana. Tlapoxcusmol Jiceyo0ouKkosoll eepeme-
HO0bOpa3sHOU maxuxapouu. JKenyooukosas u cynpaseHmpu-
xkyaapuas OC. Ilapokcusmvl npedcepOHOl Maxukapouu.
Heoocmamounocms kposoobpawenus - 0.

bonvrou naznaueno nevenue amuooapoHom Ha4uHas
¢ 003b1 600 me 6 cymku (10 Onetl), ¢ nocredyrouum ymets-
wenuem 00 400 me 6 cymku (2 Hedenu), danee ONUMenbHo -
200 me 8 cymxku.

XM OKT (om 27.02.06 e., Ha ¢one npuema amuooa-
pona): onumenvrocms Habnooenus 21 yac 38 munym. YCC
cpeonssn onem - 82 yoapa 6 munymy, YCC munumanvHas
OHem - 62 yoapa 6 munymy, YCC maxcumanvhas OHem -
112 yoapos 6 munymy, YCC cpeouss nouvto - 64 yoapa 6
munymy, YCC munumanvHas Housto - 58 y0apos 6 Mumy-
my, YCC marcumanvHas HOYbl0 - 77 Y0apos 8 MUuHymy.
Oounounvix Haoxcenyooukosvix IC - 10 (Onem - 5, HoublO
- 5). Ilapnwix naodorcenyoouxoswix IC - 1 (8 3:16). I pynno-
8bix Haocenyoouxosvix IC 1 (8 22:32). OounouHbIxX dHce-
JIy00uK08blxX sKcmpacucmorn - 9 (Onem - 1, nouwto - 8).

Ilocne svinucku 6oabHaAA HAONIOOANACH 8 KAOUHeme
napywenuti pumma I poonencrkoeo OKJ/I, pezynaprno npu-
Humana amuooapor. Camouyscmesie 0cmasaniocs yOosien-
sopumenvuvim. bonvnas nosmopuo odcreoosana 6 OKJ]
Hosope 2006 200a (ucmopusa bonesnu Ne3484). Ommeua-
em yayuuienue Camoywy8cmeust, HapyueHuil pumma He oviio,
nepuoouyecku Oecnokosm 20106Hvle OO

OKT om 6.11.06 2. Pumm cunycoswiii pe2yiapHhblil,
YCC - 68 6 1 munymy, eopusonmansroe nonodicerue I0C.
P-Q=017¢c, ORS=0,1¢c, Q-T =0,38 ¢, Q-Tc = 0,35 c.
Hesvipaoicennvie napyuwienus: penoaapusayuu 8 ooracmu

(yepebpanvHbIX 3P2OMPONHBIX) NPU HUZKOM YPOG-
He CUMNAMUYEeCKUX IUAHUL 8 MOOYVIAYUU cep-
oeunoco pumma. baranc omoenos eecemamushoil
nepsrotui cucmemsl (BHC) xapaxmepusyemcs
CMeWanHbIM Munom mooyaayuu. Bapuabens-
HOCHb CepOetH020 PUMMA CHUNCEHA.

@nroopoepagpua om 11.01.06. Hopma.

XM DOKI om 16.02.06 2., évinoanennoe am-
oynamopHo Ha cucmeme «Kapouomexuuxa», 340
HHKAPT, Canxm-Ilemepbype: onumenvHocms Ha-
onrooenus 23 uaca 37 munym, YCC cpeonss onem
- 83 yo/mun., mun. - 61, maxc. - 136, YCC cpeo-
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HASA HOublo - 67 yO/Mun., Mun. - 61, makc. - 105.
Junamurxa 9CC be3 ocobennocmetl, cHudicenue
YCC nouvto - 6 npedenax Hopmul. L{upkaoHuviil
unoexc - 1,23. 3apecucmpuposanuvl apummuu: oou-
HOUHBIX HAOHCcenyoourosuix sxcmpacucmon (3C)
- 151, oounounvix npedceponvix IC - 6, napHvix
npedceponsix IC - 1, epynnoswvix npedceponsvix IC
- 1, 5nu300 HudICHEenpedcepOHo2o0 pumma ¢ dac-
momoti 103 yoapa 6 murymy - 1, napokcusm Hudic-
nenpedcepoHotl maxukapouu ¢ YCC 192 yoapa 6
munymy - 1, oournounsix srcenyoouxoswix IC - 214,
2PYNNA U3 HAOHCETYOOUKOBIX U diceny00uKosbix IC

. iy
| Y

s
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- 1, anu300 8epemerno0bpa3sHoli HceryOouKo8ol ma-
Xukapouu - 4 (nouwvio 6 5:57) (puc. 1).

Puc. 1. ®pazmenm XM IKI': sepemenooopasnan scenyoouko-
6aa maxuxkapous.
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b0K0B0Il cmeHKu 1e6020 dHcenyoouxa (ynaowern 3yoey T 6
omeedenusx V5-V6). Ilo oannvim XM DKy 6orvHotl Ou-
namuka YCC 6e3 ocobennocmeri. Cruusicenue YCC nouvio
8 npeoenax Hopmbl. 3ape2ucmpupo8ano 0OUHOYHBIX Npeo-
ceponvix IC 87, oounounvix xcenyooukosvix IC - 64 (Onem
- 63, Houvio -1).

Ananuz BCP: cmpykmypa BCP ykasvieaem na namo-
JIO2UHECKYIO0 CIAOUIU3AYUI0 MOOYIAYUY C NEPEeXO0oM €20
pezynayuu ¢ peghieKmopHo2o, 6e2emamusHo20 YPOosHs py-
KO0B0OCM8A Ha OoNlee HUSKULL - 2YMOPATbHO-Memabonudec-
kuit. Obuyas mowHocms cnekmpa 8 npeoenax Hopmul. CHu-
JiceHUe YPOoBHs BA2ANbHBIX U CUMNAMUYECKUX GIUAHULL U
YMEPEeHHbIMU MeMaDOIUIECKUMU GIUAHUAMU 6 MOOYIAYUU
cepoeunoeo pumma. baranc omoenos BHC - cmeuiannwiil.
BCP cuuoicena (SDNN - 33 mc).

Ananuz OKI Ha no3onue nomenyuansl sHcenyoouKos
(IIIDK).: tot QRS = 114 mc, RMS40 = 14 mxB, LAS40 = 41
me, Std QRS = 90 mc. Hmeromea 3 kKpumepus nanudus
HIDK.

Mexanmmel pazsutus [IBXT Goree meranbHO U3y-
gensl y 60mpHBIX ¢ CYU QT, wem y 60ompubx ¢ JIBXKT 6e3
yummaeHns naTepBaia QT. M3BectHo, uto y GombHBIX ¢ CYU
QT B Bo3uukHOBeHNH JIBXKT OocHOBHOE 3HaYeHUE MMEET
HapyIIeHUE PEMOJISIPU3aIiH, BEI3BAHHOE HAapyIIeHNEM (yH-
KUK MEMOpaH KapHMOMHUOIINTOB, BBI3BAHHYIO (DEHOTHITH-
YECKOH IKCIpeccHel TeHOB MX Koaupyromux [3, 5]. Mexa-
HU3M Pa3BUTHS 3THX HAPYIICHUI PENONIIpU3aIid MHOTO-
(aKTOPHBII - TEHETHUECKOE HApyIIeHNE (PyHKINI HOHHBIX
KaHAJIOB, ITOBBIIICHHAS TPUITEPHASI AKTUBHOCTbD, PETHOHAITb-
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Hasl 1 BPEMEHHAs! HETOMOTEHHOCTD 3KCTIPECCHH (DYHKITHHA
penoISIpU3aIiK ¥ IPOBOTUMOCTH (gap) [5].

3acoykrBaeT BHUMAaHU Takoke TOT (PAKT, ITO TI0 JaH-
HBIM aHaJIHM3a BapuaOeIbHOCTH CEPACYHOTO PUTMA HE BbI-
sBrieHo xapakrepHoe st CYU QT [2] mpeobnamanue cum-
MaTHYECKON HEPBHOW CHUCTEMBI, HO MMeIa MECTO HH3Kas
BaprabenpHOCTH cepaeunoro putMa. [1TDK e 6pumn BEIIB-
JICHBI TIPH TTEPBOM 00CII€I0BaHNH, HO ITOBTOPHO, YEPE3 TTOI-
TOJIa - 3apETUCTPUPOBAHBI.

B Bo3uuknoBenun [IBXKT moryt urpathk posb ypo-
BEHb ITOJIOBBIX TOPMOHOB W BEreTaTHBHAS HEPBHAS CHCTE-
Ma [6]. Tak, H3BECTHO, UTO y YKCHIITIH YaCTOTa CEPACTHBIX
COKpAIIIEHHH B ITOKOE U JUTNTEITFHO CTh MHTepBaita QT amek-
TPOKapANOTpaMMbI OOJIBIIE, YeM Yy MYXUHH. Y JKCHIIUH
TaKKe OONbIIE YacTOTa BCTPEUYAEMOCTH BPOXKICHHOTO U
npuobperenHoro yaumHenus natepsaita QT. Yactora BHe-
3aITHOW CepICTHON CMEpTH B 3 pasa BBIIIC TaKkKe Yy JKEH-
. OnHako nporxos npu [ABXT xyxe y myxunH. [pu-
YHUHBI, JIEKAIHE B OCHOBE TeHAEepHbIX pasnuuuid npu [IBXT
JI0 CHX TIOp HE B JICTAJISIX HE BBISICHEHBI.

Oco0EHHOCTBIO TIPHBOMIMOTO B TAHHOM paboTe Ciry-
Yasi SBIISIETCS] HAIMYNE MHOKECTBECHHBIX ITPOSIBIICHUH JTUCTI-
JIa3uy cepira y HalmonaeMolt HaMu maryeHTKa. [1o-Bumn-
MOMY, Y OOJIBHBIX C AWCIIIA3USIMU COEIUHUTEIFHON TKAaHN
cepa, Hapsay ¢ 1eeKTaMH B TeHaX, KOTUPYIOIINX CTPYK-
TYPHYO ¥ (QyHKITHOHATEHYTO HH(POPMAITIIO PAa3BUTHS COCIU-
HUTEIBHON TKAaHW CEP/lla, UMEIOTCS M HapyIIeHNs B TeHax,
KOZIMPYIOIINX MEMOPAHHBIE NOHHBIE TOKH (BO3HUKAIOT TaK
Ha3bIBacMbIe MEMOPAHOTIATHH FUTH KaHAIIOTIATHH) [4].
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