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Ebstein’s anomaly is a congenital heart disease characterized by an apical displacement of the tricuspid valve
with a change in the central fibrous body and the septal atrioventricular ring. The combination of Ebstein's
anomaly with Wolf-Parkinson-White syndrome can lead to sudden cardiac death not only in the preopera-
tive, but in the long-term after correction of the defect. The presented clinical case shows errors in the choice
of patient treatment tactics. Impractical implantation of a cardioverter-defibrillator to a patient with a com-
bined Ebstein's anomaly and Kent beam, paroxysmal tachycardia with wide complexes. The choice of the
wrong examination tactics led to additional irrational surgical intervention, which could have been avoided
by conducting a pre-operative electrophysiological study. This clinical example shows the effectiveness of the
use of the entire spectrum of equipment for the treatment of patients with complex comorbidities.

Keywords: Ebstein's anomaly; additional atrioventricular junction; implantation of a cardioverter-
defibrillator.
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Beenenne

AnHoManus D01TeitHa (AD) SBISIETCS PEIKUM
3a00JIeBaHUEM cep/illa, KOTOPOEe BCTpeUaeTCs MEHee
yeM B 1% ciyyaeB cpeay BCeX IALMEHTOB C BPOX-
JIEHHBIM TTIOPOKOM Cep/lla U XapaKTepu3yeTcs arnu-
KaJIbHbIM CMEIIEHUEM 3aJHEl U CeNTaIbHOI CTBO-
POK TPEXCTBOPYATOIO KjaraHa ¢ U3MEHEHUEM LIeH-
TpaJibHOTO (UOPO3HOro Teja UM CeINTaJlbHOI0
aTpUOBEHTPUKYJsIpHOro koJibua [1]. CoueraHue
aHoMayimu D01TeitHa ¢ cuHapoMoM Bonbda—ITap-
kuHcoHa—YanTa (BITY), mo maHHBIM pa3IUYHBIX
WCTOYHMKOB, KoJiebseTcs B tuanazone 8—50% ciy-
yaeB. KiimHMYeckue MposiBlIeHUs B BULE TPUCTY-
MOB TaxUKapJAUu CTAHOBATCS JOCTATOUHO YaCTbIMU
CUMIITOMaMU y MOJIPOCTKOB U B3POCbIX, UYTO YXYI-
IIaeT TeYEeHWE OCHOBHOIO 3abojeBaHMSA. A B pse
CcllyyaeB HaJlM4yue TaK Ha3blBAEMOU JIATEHTHOW
¢opmel cuagpoma BITY 6e3 naMmeHeHMi Ha 2JIEKT-
pokapauorpamme (OKI') BbI3biBaeT BHE3aITHYIO
CMEPTh HE TOJIbKO B MpeAorepaldoHHOM, HO
U B paHHEM MOCJIeoNepallMOHHOM MepUOJIE U AaXe
B OTJAJICHHbIE CPOKU TOC/e XUPYPTUUECKOTOo Jieue-
Hus AD [2, 3].

XUpypruyeckue MnoAxoabl K OJHOBPEMEHHOM
KOPPEKILUU BPOXICHHON MaTOJIOTUU W YCTpaHe-
HUIO JOTOJHUTEJIBHOTO MpPeacepaHO-XKeETYI0UKO-
Boro coeguHenus (AITXKC) sgBasgioTcd Ha cero-
JIHSIIHWUU AeHb OTpabOTaHHBIMU METOMKAMU B Jie-
YEeHUM KOMOWHUPOBAHHBIX CEPACUHO-COCYIUCTBIX
3aboeBaHuii [4]. Ha gaHHBIIT MOMEHT CYILIECTBYET
JIBE CTpaTeruu JieueHUs Takux MaiueHToB. Ilep-
Basi — MpOBeJeHUE 3JeKTPO(hU3NO0JIOTUIECKOTO
uccnenopanust (OP®N) u yerpanenue JATKC sHmo-
BaCKYJISIDHBIM ITyTeM, BTOpasi CTpaTerusi — roaTar-
HBI MOIXOM, KOTOPBIM BKJIIOYAET MpeaBapUTEIb-
Hoe mnpoBeneHue DPU ¢ KapTUpoOBaHUEM 3O0HbI
pacniosioxxeHusi u ycrpaHeHuem JITT2KC Bo Bpems
OTKPBITOI OMepalMy Ha ceplle Imo Meroauke Sealy
C IIeCTPYKIIMEN MydyKa Kpruo- WM paaruoyacTOTHOM
abnanueir (PYA), ¢ mociemymouiein KoppeKiuei
TPEeXCTBOPUYATOTO KiamaHa. VIcrojb3oBaHUE Tex
WJIM UHBIX METOAOB AUArHOCTUKU U JIEYEHUS T1aTO-
JIOTUW UCXOJIUT U3 HAJIMYMS B KJIMHUKE 000py10Ba-
HUS M 00YyYeHHOT0 MEIULIMHCKOTO MepcoHala.

Knunmaeckuii cygai

ITauuenTt, 18 ner, ObLT rocnuTaIM3UpPOBaH
B HMHUICCX um. A.H. bakyneBa st mepBUYHOTO
arara jeueHus, iposeneHuss DDOU u PYA apurmuii.
M3 aHaMHe3a M3BECTHO, UTO AMarHo3 AD ObL1
YCTaHOBJIEH B S5-JieTHeM Bo3pacTe. [IpoBoaunuch
peryJsipHble eXeroiHble OOCIeqOBaHMS MO MECTY

KUTEJILCTBA C KOHTPOJIEM 3XOoKapauorpapuu. Xu-
pyprudeckoe JieueHUe He IIpeaiarajioch B CBSI3U
C HeOOJIbIION perypruraiueil Ha TpexXCTBOpPUYaTOM
kjaraHe. OCHOBHOE yXyIILIeHUEe COCTOSTHUS Mally-
eHT cTaj oTMeyaTh B 2016 ., Korma BriepBbIe BO3-
HUKJIW TIPUCTYIIBI YYAIIEeHHOTO PUTMUYHOIO Cep-
11eOMEHMS ¢ YACTOTOM KEMYA0UYKOBBIX COKPAIIEHU I
(Y2KC) 180—190 yn/MuH, Kynupymoliiecs:i caMo-
CTOSATENIBHO B TeUEHHE HECKOIbKIUX MUHYT. B ampe-
se 2016 T. TT0 peKOMeHIaly KapauoJiora 60JIbHOM
ObUI HampaBjeH B KJIMHUKY 10 MECTY XKUTEIbCTBA
IJIST TIPOBEJACHUST YPECIUILEeBOIHOTO 3JIEKTpOdu-
suosiormueckoro uccienoanus (UYIIDDPH). [pwu
npoBegeHU YIIDDPU BbISIBUTH I1aTOJIOTUYECKME
MyTHU TIpOBeJeHUsI, (DOKYCHBIE OYaru U pueHTpu Ta-
XUKapAUU He yaajioch. [lalimeHTy peKOMeHI0BaHO
JIUHaMU4ecKoe HabJoaeHue Kapauosaora. B noHe
3TOrO Xe Tofa IPU ITPOBEACHUN XOJITEPOBCKOIO MO-
HutopupoBaHust DKI' B yacTHOI KJIIMHUKE y TTallk-
eHTa ObUIM 3a(bUKCUPOBAHBI KOPOTKUE MApPOKCU3-
Mbl YYallleHHOTO PUTMHUYHOTO CcepaleOueHus
¢ YXKC 190 yn/MuH, Kynupyrumdecs: caMoCTOsI-
tesbHO. CaM 00IbHOI OTMEeYajl BOSHUKHOBEHNE Ta-
KUX TPUCTYIIOB NMpU (PU3MUECKOM Harpyske, OHU
COIPOBOXIATNUCH TOJIOBOKPYKEHUEM, TTOTEMHEHM -
eM B ra3ax. B mione 2016 1. marueHT ObIJI rocuTa-
JIMBUPOBAH C MApOKCU3MOM YYallleHHOTO HEPUT-
MuuHoro cepaneounenus ¢ Y2KC 6omnee 200 ya/MuH
C MOTeMHEHHEM B Tja3ax, ciadocthio. [1pu obcne-
JIOBAaHUM YCTAHOBJICH IMATHO3: «ITApOKCU3MAaIbHASI
JKeJTyAOUKOBasl Taxukapausi». PUTM BoccTaHOBJICH
C MOMOIIBIO JIEKTpOUMITYJIbcHOM Tepanuu (DUT).
B ycioBusix onepauiloHHOKW 00JIbHOMY MMILJIAHTH-
poBaJIM ABYXKaMepHBbI KapauoBepTep-aehuopu-
ggrop (KBJI). ITauueHT BbimUcaH B yIOBIETBOPU-
TeJIbHOM COCTOSIHMM. 3a nepuo ¢ Hadaya 2017 1. mo
saBapb 2018 I maumeHT HEOOHOKPAaTHO OTMedal
BO3HUMKHOBEHME MPUCTYIIOB TaXUKAPAUU C TIOCTE-
nylomein aeuOpUISIIIUOHHOM Tepanmueil OT II0-
crosHHoro KBJI. Ilpu obGpallieHHMM 3a MOMOIIBIO
B JIPYrOil cTallMoOHap BpavyoOM-apUTMOJIOTOM ObLIa
3arof03peHa GUOPMIUISLIUS TIpeIcepanii B coueTa-
Huu ¢ cunapomoM BITY, mauyeHT ObIT HampaBieH
B NPOMWIbHBIN LIEHTP.

IIpy mpoBegeHMM WHCTPYMEHTAJIBHBIX MCCIE-
JIOBaHUI BIMepBble ObLIM BBISIBIEHB WHTEPECHBIE
0COOEHHOCTH, paHee HE YKa3aHHBIE B BBIMUC-
HbIX anukpusax. Ha OKI oTmevaeTcss cMHYCOBBIN
PUTM C MOpPE3K3UTALMEl, YIIUPEHUEM KOMILIEKCa
ORS no 120 mc, ykopoyeHueMm wuHTepBajia P—Q
80 mc. Ha menke DKI ¢ mpuctynmoM Taxumkap-
U TIPEATIONOXUTEIBHO OTMEYaeTCsl MapOKCHU3M
OPTOJIPOMHOI aTPUOBEHTPUKYISIPHOIN TaXUKapAuU
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Puc. 1. DnexrporpaMMmabr:

a — nposeznenue no AITXKC npu ctumy-
TN TTPOKCUMATBHBIX TTOJTIOCOB KOPO-
HapHoro cuHyca. [Ipeak3uTauus ¢ yumu-
peHrem Komruiekca QRS (o0Go3HaueHa
61okamu). [IpoBeneHue MMITyJbCa IO
JTIKC ¢ paHHe# akTUBaLIMEH XeTya10u-

KOBOTO craiika B MPOKCUMAaJIbHOM OT/e-
Jle KOPOHApHOTO cuHyca (0003HAUYeHO

crpeakamu). STIM — ctumynsiiust Ko-

ponapHoro cunyca CS 9-10; 6 — ma-
pokcu3M GUOPUIUISILUM  TIpelCepanit

¢ nposeneHremM o ATTKC ¢ pa3HbIM 1o
BpeMeHM R—R-uHTepBajioM. f — craiik

¢ npoegeHueMm no AIT2KC u YXKC 190 ya/muH.
[Tpu nmpoBeaeHUM 3xoKapanorpacduu BbissBaeHa AD
C HEJOCTATOYHOCTHIO HA TPEXCTBOPUATOM KJIalaHe
o III crenenn.

[ManuueHT OBLI MOATOTOBICH U MOJAH B PEHTTEHO-
ornepalunMoHHyl0 1is1 TpoBeaeHus DDOU u PYA.
Ha OKIT perucrpupoBalicsi CHHYCOBBII PUTM C Tpe-
BK3UTALIMEN KeaynoukoB. PaHee uMIIaHTUpOBaH-
Heiii KB/l ny1s obecrieyeHust 6€30I1acCHOCTH IIPOBE-
JeHUS TIPOLIEAYPhI M UCKIIOUESHUS 1eDUOPUIIISLINNI
Bo Bpemsi PUA ObL BBICTaBJICH B PeXXUM HaOII0e-
HUS, a PYHKIUS JETEKINU XEJTyIOUYKOBBIX COOBI-
TUIA OTKJIIOYEHA.

ITom mectHOIT aHecTe3meil mo meTonuke Cemb-
JUHTepa IMMyHKTUPOBaHa MpaBasi MOIKII0YNYHAasI Be-
Ha, IBaXKJbl yHKTHPOBaHa MmpaBasi 0eipeHHasi BeHa
C KCITOJIb30BaHUEM WHTPOAbIOCEPOB, Yepe3 KOTO-
pble B MOJOCTb cepala npoBeaeHbl 10-Moa0CHbII
VIIPaBIISIEMBIl 3JEKTPOJ B KOPOHAPHBIN CUHYC
(KC), 4-monrocHBI HeyIpaBlsieMblii 3JEKTPOI
B IMOJIOCTH mpaBoro xenynouka (I12K) u ympasinsie-

GuOpULISILMYA Ha KOPOHAPHOM CHHYCE

MbIi asexTpon st DD n PYA B obiacth mydka
[ca.

Beinmonneno O®U: nipu ctumynsiuuu [1K Haun-
Oosiee KOpOTKUIT MHTepBall V—A peructpupyercs
¢ npokcuManbHbix nomocoB KC (puc. 1, a). IIpu
MPOBEICHNUM ydallarolleil cTumyasinuu yctbst KC
WHAYUIUPOBAH IMapoKCU3M (GUOPWIUIAINNA TIpe-
cepauit ¢ mposeaeHueM 1o JAITPKC. YXKC
170—190 yn/muH 6e3 maaeHUs] FeMOJUHAMUKU
(puc. 1, 6). Ilox BHyTpUBEHHOIi aHECTe3UEl BBIITOJI-
HeHa DUT c cunoii Toka 100 JIxx (6udasHeiit), mo-
CJIe TOTO BOCCTAHOBWIICSI CUHYCOBBIN PUTM C Yac-
TOTOM cepaeuHbix cokpamenuit (YCC) 90 yum/mMuH.
[ajee B ITOJOCTH TIPABOTO TIPEACEPaNs IIPOBEICHO
TIIATEIbHOE KapTUpoBaHUe IpaBoii AB-00po3abl
npu noctostHHOUW ctumyisuuu [12K: Hanbonee ko-
pOTKMIA MHTepBal V—A peructpupyercsl B IIpaBoil
3aJiHeceNnTalbHOI obnacTu (puc. 2, a, 0).

Hanee Ha ctumysiuuu [12K yripasisieMbiM opo-
IaeMbIM abjalMoHHBIM 25ekTpogoM BW Celsius
ThermoCool 35Q53R B naHHOI 30HE Ha CHUHYCO-
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Puc. 2. OnexrporpaMMbl 1 peHTTEHOTpaM-

ma nokanuzauuu JIT2KC no (a, 6) u nocie
(8) ero yctpaHeHUSI:

a — crumyJisitinoHHoe kaptupoBanue A T12KC. Pac-
MPOCTpaHeHNEe MMITYJIbca BO3OYXKICHUS TI0 KOPO-

abl d

HapHOMY cuHycy ¢ nipoBeaeHuem no AITXKC (yka-
3aHo crpeikamu). STIM — crumynsauus [TXK;

abi p
v v

Vv

V—A — nHan6oJsee KOPOTKUI MHTEPBaJ XKeTyI0uKO-
TPEACePIHOrO MPOBEICHUSI B TIPaBOM 3aIHecem-

5]

510 et

[LER W

TaJbHOM 00J1aCTH; 6 — PEHTIeHOrpaMMa pacIoio-
KeHus 351eKTpooB B cepatie: [T — npaBoe nipen-

cepaue€ C MMIUIAHTUPOBAHHBIM IIPEACEPAHBIM

CE4s

9JIEKTpoaOM; 1 — abJallMOHHBIN 3JIEKTPOI B TIpa-

o

STIM STIM TN

|"_-'-‘" = {1-—4, | -

BOIi 3aIHeCENTalIbHOI 00JacTh; 2 — nehudpusUIs-
Ly LIMOHHBII 3JIEKTPOJI, UMILUIAHTUPOBAHHBINA B MEXK-

R X =
|
4
<

JKEJYI0UYKOBYIO TIEPErOPOIKY; 6 — OTCYTCTBUE PeT-
porpaaHoro mpoBeneHust depe3d AB-ysen rmpu
S crumynsiuuun [1K. A — mpencepaHbie CHaiiku;

BOM pUTME BBINIOJAHEH psa  PY-BosneiicTBuii.
BeinmonaxneHo 5 PYA (momHocth 30 BT, Temmnepary-
pa 42—45 °C, conpotusiieHue 95—105 Om, Bpemsi
200 c). IIpoBeneHue uepe3 AII2KC npexkpatuioch
Ha 15-it cexyHne BToporo PY-BosneiicTBusi. BbI-
MOJTHEHbI KOHTPOJIbHBIE BO3ACHCTBUS B OJM3IexKa-
IIAX TOYKaX.

TTocne mpoBeneHUsT PaTOYaCTOTHOTO YCTpaHe-
Hus JTTKC npu DPU oTMeueHO MCYe3HOBEHUE
MPEdK3UTAIINY, YBEIMUYECHIE BpeMEeH! aHTeTPaTHOMN
Touku Benkebaxa 1o 350 Mc, aHTerpagHoro adpdek-
TUBHOro pedpakTepHoro mnepuoga no 230 wc.
IIpu ctumynsauuu Bepxyiku IT2K peructpupyercs
OTCYTCTBUE PETPOTrpaTHOro MpoBeAcHUs yepe3 AB-
y3en (puc. 2, ¢). MeTomamu IIOCTOSIHHOI U IIPO-
rPaMMUPOBAHHOM CTUMYJISIIUM TaXUKAPAUIO UHIY-
MpoBaTh He ymamock. Ha stom mporemypa Obuta
3aBepIlcHa.

WMILTaHTUPOBAHHBIN KapAauoBepTep-aehuo-
pWILIITOp BBICTaBleH B pexume VVI 55 ya/muH.
AMITIUTYIa CTUMYJISIOAHA 2,5 MA, aMITIUTyIa 4yB-
crButenbHocTH 0,3 MB. [lerexunss 30HBI BO3HUK-
HOBEeHUST (HUOPUUTSILIMKM XKEJTYI0YKOB BbICTaBJIeHA
200 yn/mMuH, ¢ JedyeHueM paspsinom Toka 35 JIK.

4V —xenynoukonbie criaiiku; STIM — ctumyssums [TXK

[ManeHT TMepeBeneH B OTHAEIeHUWE Ha CHHYCOBOM
putme. Ha cnenyromumii neHb npu aHanuze DKI or-
MedJaeTcs BoccTaHoBlieHHe npoBeaeHus mo JITKC.

O6cyxaenne

[TanueHThl ¢ AD OTHOCSITCSI K KATETOPUU TSIKe-
JIBIX OOJIbHBIX B MPOTHOCTUYECKOM TIJIaHEe JJIS YCT-
panenust JAITKC [1]. Takue my4kyd UMEIOT CKJIOH-
HOCTb K PpEeUUAMBUPOBAHMIO. A BO3HMKAIOIIUE
MPUCTYMbI TPEACEPAHON TaXMKapAUU C MPOBEAE-
Huem no JAITKC mMoryT ommbouyHO TpaKTOBaThCS
Kak XeJyIOYKOBble HapyllleHUsi puTMa. B cBsi3u
C aHoOMaJiMeil pa3BuTus npaBoii AB-00po3abl yCT-
panenue IIITXKC umeeT cBOM OCOOEHHOCTU I10O
MPUYMHE OTCYTCTBUS MJIOTHOTO MpUJIeraHus abyia-
LIMOHHOTO 3JIEKTPO/ia K 9HI0KAp/Y, YTO YMEHbIlIa-
€T B CBOIO 0YEpE/Ib CTeTNIEHb KOATYJIS LMY U TJyOUHY
nmopaxkeHust TKaHu. [1o mpuuKrHe TOro, 4YTO JaHHBIN
MalMeHT TOTOBUJICS BTOPBIM 3TallOM K ONepaTuB-
HOM KOPpEeKUUU BPOXKICHHON IaTOJOTrUu, ObLIO
MPUHSITO pellieHUe He TTPOBOAUTH MOBTOPHYIO MPO-
uenypy PHA. Bo Bpems omnepauydu Ha OTKPBITOM
cepale, 10 MOAKIOUEHUS] NCKYCCTBEHHOTO KPOBO-
oOpaieHusi, ObUIO TPOBEASCHO 3SMUKapAUaIbHOE

AHHAJIBI APUTMOJIOTNN - 2018 « T. 15« N° 4
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kaptupoBanue HITXKC ¢ apdekTuBHBIM ycTpaHe-
Huem JIT2KC kpuoabmallMOHHBIM 3JEKTPOJOM,
¢ MoceayolIei TIaCTUKONM TPEXCTBOPYATOro Kila-
raHa, yaajJeHUeM 3HIO0KapIAUabHbIX 3JIEKTPOIOB
u akcruiaHTauuen KBJI.

YuutbiBasi pa3BUTHE COBPEMEHHBIX TEXHOJIOTHI
B JIeUEHUUM AAHHOMN MaToJoTuU U 3(PPeKTUBHOCTH
yCTpaHEeHUs] apUTMU, HEOOXOAUMO IPOBOAUTH
OD®U Ha moorepallioOHHOM 3Tane |5].

Heob6ocHoBanHast umrutantaumst KB/l He Tosb-
KO TOBBIIIAET MaTepraibHbIE 3aTpaThl Ha JIeUeHUE,
HO U MOXET ObITb MOTEHIIMAIbHBIM MCTOYHUKOM
OCJIOXKHEHUI Yy TaHHOW I'pyTIibl MallMeHTOB. A MO-
SIBJICHWE€ HEMOTUBMPOBAHHBIX Pa3psiiOB 3JIEKTPO-
1I0Ka MpU MOJHOM CO3HAHUM BbI3bIBAECT Y TaKUX
MalMeHTOB YyBCTBO CcTpaxa W auckKomdopra, 4To
CHUMKAeT KaueCTBO XKU3HU.

3akioueHue

B npuBeneHHOM KIMHUYECKOM HaOJI0AeHUN
MPOJEMOHCTPUPOBAHbI TUITMYHbIE OLIMOKU B MEp-
BOHAYaJbHOW TaKTUKE OOCJEeIOBaHUS U JieUSHMUS
nauueHTa ¢ AD, coueTalolleiics ¢ CHUHIPOMOM
BITY u npyrumu HaaKeTyT0YKOBBIMU apUTMHUSIMU.
Crenyer OTMETUTb KJIMHUYECKYIO BAXKHOCTb 1 9KO-
HOMUWYECKYIO 11eJ1eCO00Pa3HOCTD TIIATEIBHOTO UH-
JUBUIYaJIbHOTO TTOAXO/Aa Bpaya K TaKUM TaludeH-
TaM. B mepcrnekTuBe NMpoOBeJeHUE BHA0BACKYJISIP-
Horo DMU B KapaUOXMPYpTrUIECKOM CTallMOHAPE
JOJDKHO CTaTh TAKUM XK€ <«30JI0TBIM CTaHIapTOM»
B IMarHoctuke AD, Kak 1 axokapauorpadus. A uc-

KJIIOYEHNE TOI'0 WJIM MHOTO0 3a00JIeBaHMUs 1 ITIOKa3a-
Hug K umniaantauuu KB/ nenecoodpas3Ho onpene-
JISITh COBPEMEHHBIM METOJIOM TMAarHOCTUKM, TAKUM
kak DDU.

Kongpauxm unmepecoes
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