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Clinical data of a 39-year-old patient with corrected transposition of the great arteries, combined with
complete atrioventricular block and conduction along an accessory pathway, are presented. The features of changes
in the structure of the conduction system, rhythm and conduction characteristic of this rare congenital heart disease
are discussed.
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B «Becrthuke apurmonorun» Nel 3a 2023 rox 0butn
OITyOJIMKOBaHBI HEOOBIYHBIE PE3YJBTaThl XOJITEPOBCKOTO
MoHUTOpHpoBaHus (XM) snekxrpoxapanorpamMmsel (OKI)
narueHTky [ 1]. Uurarensm ObuTa mpe1oCcTaBIcHa BO3MOXK-
HOCTb CaMOCTOSITCIIBHO IIPOaHAJIM3UPOBaTh JaHHble XM
OKI' u chopmMupoBaTh CBOIO TOUYKY 3pEHHs O MPUYMHAX
BBISIBJICHHBIX HM3MeHeHHH. OHM ObUIM OOYCIIOBJIEHBI Ha-
JIMYUEM Y OOJIbHOM PEAKOro BPOXKICHHOTO ITOPOKa Cep/ia
(BIIC) - koppHrupoBaHHOW TpPAHCIO3HUIMH MarucTpaib-
HeIX aprepuii (KTMA).

KTMA cocrasmster menee 1% ot Bcex BIIC. Baxneii-
el OTINYUTEeNbHON aHaTOMUYECKOM XapaKTepUCTHKOM
KTMA sBnsiercst arpuoBeHTpHKY/sipHast (AB) u BeHTpH-
KyJI0-apTepHasibHasi AUCKOPJAHTHOCTb, B PE3yJIbTATE Uero
(dopmupyeTcs (PU3HOIIOTHYECKH «HOPMaJIbHAS LIUPKYJIs-
nust kpoBu. Y narpentoB ¢ KTMA mopdonoruuecku mnpa-
Boe npencepaue (I1I1) yepe3 aBycTBOpYATHI «MHUTpab-
HBII» AB Kiaman coeimHEHO ¢ MOP(OJIOTHYECKH JIEBBIM
xeyaoukoM (JIXK), KoTopblii B CBOIO ouepeib COEIMHEH CO
CTBOJIOM JIero4HO# aprepuu. COOTBETCTBEHHO, MOP]OIIO-
rudecku sieBoe npezacepaue (JII1) gepes TpexcTBopuarhiii
«TPUKyCIUJAIBHBII» AB Kianan coexnHeHo ¢ Mopdoio-
ruuecku npasbiM kenynoukoM (IDK), xotopsiit coennnen
¢ Bocxozsuiel aoproi. Kak ciencrue, Mmopdoiornyecku
JDK naxomurtest B «JICTOYHOW MO3MIMH, oOecrieunBast Jie-
TOYHBIH KPOBOTOK, Torna kak mopgoiornuecku [DK - B
«CUCTEMHOW» IO3MLUH, O0ecreynBasi CUCTEMHYIO LHp-
KyJsiuio. B pesynberare, ¢ TeueHHMEM BPEMEHU BO3HUKAET
nuchyHKIMs cucteMHoro, Mmopgonornuecku [1K ¢ pazsu-
THEM CepICYHOM HeA0CTAaTOYHOCTH. [IBOHAS TUCKOPJAHT-
HocTb pu KTMA MoxxeT BeTpedaThbest Kak U30JIMPOBaHHO,
TaK ¥ B COYETAHUU C IPYTUMHU BHYTPHCEPICUHBIMU MaJlb-
(dopManusMHu: MHBEPCUEH TpeAcepauid, MNpeiCepaHbIM
H30MEpPHU3MOM, JeKCTpOKapauen
(25%) [2], medexToM MexoKEIy-
noukoBoi meperoponku (70-80%)
[3], arpe3ueli nerouHoi aprepuu
U PAZIOM JIpyTHUX.

Jnsa manmenroB ¢ KTMA
XapaKTepHbl HApYIICHUS PUTMa U
MIPOBOJUMOCTH,  ACCOI[MMPOBaH-
HbIe C MOpokoM. Tak, y marnueH-
T0B ¢ KTMA B 10% BBIsIBIISIETCS
nonHass AB Ornokama, y 20-30%
nanyeHToB - AB Onokanma 1 u 2
CTENEHHU, OCTaJbHbIE MAIEHTHI
HMMEIOT BBICOKHI PHCK pa3BUTHA
CIIOHTaHHOW TonHoi AB Onoxa-
IIBI, ollcHMBaeMbId B 2% B rof B
teyenue xu3nu [4]. B 38% y na-
uueHtoB ¢ KTMA BbIsBISIIOTCS
MIpeJCepAHble HapyIIEHUs] pUTMa
cepaua [5]. B cBsa3u ¢ aBoHHOM
JUCKOPAAHTHOCTBIO TPOBOAAIIAS
cucTeMa cepila y IMalueHTOB ¢
KTMA wumeer cyliecTBeHHbIE
0COOCHHOCTH. Y TAaIMEeHTOB C
KTMA u HOpManbHOM mo3uiuei
npe/icepaAnii  OOBIYHO  pacrolo-
JKeHHBIA 3anuuii AB y3en rumo-
IJIa3UPOBAaH U HE COETUHSETCS C
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JATBHCHINUME 3JIEMCHTAMHU TPOBOISANICH CHCTEMBI, IIe-
penuuii AB y3en Tokanu3yeTcst HHKe YCThs TPaBOro yIiKa
BOJTM3H JIaTepaIbHOTO Kpasi (GPUOPO3HOTO KOHTAKTA MPABO-
ro AB (MHTpanbHOTO) M IyJIbMOHAIBHOTO KianaHa (CM.
puc. 1). JlanHslit aHoManbHBIH AB y3en faet Hayaao oTxo-
JKICHUIO Iyuka ['uca, KoTopeiid mpoxoauT Gudpo3HbIi Tpe-
YTOJBHUK, TIPOJIOJIKAsICh B CyORHI0KapAnaJIbHOM 30HE MU-
okapja xenynouka. [1o JOCTHKEHHIO MEXOKETYI0YKOBON
MIePEropoJK! IMy4OK [Hca OTKIIOHSETCs K33y BJOJb Te-
PEropoJIKH, JlaBasi JICBYIO BETBb ITyYKa Ha TIPaByl0 CTOPOHY
W MPaBYIO BETBb ITy4yKa Ha JIEBYIO CTOPOHY. Y NallMEHTOB
C MHBEPCHEH MPEACEePAnil POXOKICHUE MPOBOIAIINX ITy-
Tell HaIOMUHAET HOpMAaJIbHOE, ¢ pacnoiioxkeHnem AB y3ma
k3anu. [locne neneHus Ha BETBU, BO3MOXKHO JajibHeMIIIee
MIPOJIOJKEHHE ITPOBOSIIMX MTyTEH B KayecTBE CJIENO 3a-
KaHYMBAIOUIETOCS TIEPETHETO PAa3BETBICHNUS, HE COCINHSI-
scb ¢ ipyruM AB y3710M, pacnonoxeHHbIM Knepenu [6].
Hayuenmxka, 39 nem, ob6pamunace Kk Kapouoxupypey
€ AHcanobamu Ha HapacMarowyro 3a NOCAeOHUL 200 00bIUI-
KY, CHUJICEHUE MONEPAHMHOCIU K (PUIULECKUM HAZPY3KAM,
npecunxonanivrvle cocmositust. O epooicoennou KTMA us-
secmHmo ¢ 4-x 1em. B 0emckom 6o3pacme npogoouiLoch 30H-
ouposarnue nonrocmetl cepoya ¢ HUU um. axao. E.H . Me-
wanxkuna (Hosocubupck), koppexyus BIIC ne nokazaua.
Habnwoanacey y kapouonoea no mecmy scumenvcmea. B
2007 200y evisignenvl usmenenuss Ha IKI, pacyenenvt kax
Genomen WPW, onepamusroe euerue He npeonazaniocs.
B anamnese 2 pooos, oemu 300poswi, BIIC u napywienus
puUmma He OUAZHOCMUPOBAHbL HU Y 00H020 U3 demeitl. Ilpu
obpawenuu ¢ QI{CCX Kpacnosipcka 6 okmsiope 2022 200a
KOHCYIbmuposana kapouoxupypeamu - koppexyus BIIC ne
noKa3ana 6 8Udy COXpAHHOU PYHKYUU CUCMEMHO20 KIand-
Ha, nayuenmia Ovlia HanpagieHa K apummono2y ¢ Yeiblo
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Puc. 1. Anamomus nposooauieil cucmemuvl RPU 6POIHCOCHHOU KOPPULUPOBAHHOTL
mpancno3uyuu mazucmpansvuolx apmepuit. Céo600naa cmenxka npagopacno-
J102HCeHHBIX Kamep 8blpe3ana 014 eusyanuszayuu nepezopooku. Ilpeocmaenenst
no 06a ampuosenmpuxynaphvix yzna (ABY) u nyuxa I'uca. Ilpumeuanue: Ao -
aopma; JIK - neevwtii scenyoouex; MK - mumpanonuiii knanan; JIA - nezounasn
apmepus; III1 - npasoe npeocepoue. Moouguyuposano u3 [§].
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PpelieHUsi 6ONpoca 0 HeobXOOUMOCIU NPOBeOeHUs. PAOUO-
yacmomnou abnayuu (P4A) oononnumenvrno2o nymu npo-
eeoenus ([III1). Ilo dannvim XM DKI evisisniena nocmo-
sannas nonas AB 6rokada, usmenenusi popmel Komniexca
pacyeHenvl Kax unmepmummupyiowui genomen WPW
(PO - 100 mc, QRS 120 mc, denbma 6onHa 6 omeedenusx
V2-V6), maxue sce usmenenusi pecucmpupyiomesi Ha IKI

Tpancmopaxanvras sxoxkapouoepagus. I pas-
mep B-pesicume - 4,0 cm, obvem - 50 mn. JII: pazmep 6
M-pesicume - 4,4 cm, obvem - 62 ma. IDK: ne pacuupen.
Cucmonuueckoe OagieHue 6 ne2ouHou apmepuu 37 MM
pm.cm. Huocusis nonas éena: pasmep - 2,3 cm, koniabu-
pyem Ha 60oxe menee 50%. « Tpuxycnudanvuwiily Kianam:
xonoyo - 3,7 cm, peeypeumayus 2-3 cm. «MumpanoHviily
xnanamn. koavyo - 3,2 cm, peeypeumayus 1-2 cm. JDK: 3a-
OHsts1 cmenka 6 ouacmony - 0,7 cm, MedcaHcey0ouKosas ne-
pezopodka 6 duacmony - 1 cm, KOHeuHblll OUACMOIULECKUL
pasmep - 3,9 cm, ¢paxyus evibpoca no Simpson - 60%.
IDK: xoneunwviil ouacmonuveckuti oovem - 78 mi, KoHeu-
HblLL cucmonuyeckuii oovem - 34 mu, ¢paxyus sviopoca -
56%. Aopma: dyea - 2,5 cm, nucxoosuyast - 3,4 cm, oprous-
Has - 1,7 cm, MakcumanibHolil epaduenm 0asienus - 8 Mm

Puc. 3. OKT nayuenmxu nocie uMniaHmayuu 31eKmpoKapouoCmumyniamopa.
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pm.cm. Jlecounas apmepus: epaouenm 12 mm pm.cm., pe-
eypeumayust 1 cm. /lonornumenvho: nepecopooku yenvle,
1O MOHUMOPY SKCMPACUCMONUS. 3aKaiouenue. IXoKapou-
oepauueckas kapmuna KTMA. IDK creea, cucmemnsiii,
om Hezo omxooum aopma. JDK cnpaea, om ne2o omxooum
JIA. Ilepexkpecm Kpo8omoxa Ha ypoeHe MASUCHPATbHbIX
cocy0os u npedcepouil. Mumpanvhas HedoCmamoyHocmo
1-2 ¢cm. Cucmonuueckas @ynkyus cucmemnoeo IDK co-
xpanena. Tpukycnudanvhas nedocmamounocms 2-3 cm.
Juacmonuueckan ¢ynkyus IDK napywena no 2 muny.
Buipasicennas eunepmpoghus cmenox IDK. Cokpamumerns-
Has cnocobrocmeb muoxkapoa JDK yooenemeopumenvHas.
Iepuxapouanvroeo, niespanvrozo evinoma Hem. Jlezoy-
Has eunepmensus, CIJIA 37 mm pm.cm. (onpedenena no
copocy na «mumpanvhom» Kianawe). Jlecounas apmepus
pacnonodicena cnepedu u cnpasa om aopmsl. Bocxooswas
aopma u dyea cnpasa (Hopma,).

Tayuenmka eocnumanuzuposana ¢ @L{CCX Kpac-
Hosipcka ¢ ouaenozom: BIIC. Koppueuposannas mpancno-
3UYUSL MASUCMPATILHBIX coCy008. Tpanzumoprnas AB-ono-
kaoda 3 cm. Tpansumoprnas AB-onoxaoa 2 cm, Mobumy 2.
Unmepmummupyrowuit pernomen WPW. [lposedeno 0006-
cnedosamie, no pe3yibmamam Komopozo noomeepicoend
nonnasi AB 01okada, Qynkyusi cunycogoeo y3na oyenenda
Kax coxpanuas, usmerenus gopmol xomniexca QRS pac-
yeHeHwvl Kax enomern WPW, unmepmummupyowuii mun.
18.11.2022 200a umnianmupo8an 31eKmpoKapouoCmu-
mynamop (DKC) ¢ sndokapouansrot cmumynsiyuei 8 pe-
arcume DDD (puc. 2, 3). B pannem nocineonepayuonnom
nepuooe y nayueHmKu pazeuiocs OCL0NACHEHUE - 1eB0CHO-
POHHULL NHEBMOMOPAKC, HANOICEH NIAEeBPATbHBIN OPEHAIIC.
OcnodicHenue Kynuposanocs 6 meyenue 3 Cymok.

Tpu svinucke npocrexcusaemcst NOL0ACUMenbHAsL OU-
HAMUKA: Y RAYUEHMKU KYRUPOBANA 0ObIUIKA, NPECUHKONAIb-
Hble COCMOSAHUSL, YEEIUYULAC, MOTEPAHMHOCTb K (u3suye-
cxum Haepyskam. Peweno om PYA JIIII éo30epoicampcs,
nokasamo Haonmooenue ¢ ounamure. Yepes 3 mecsya nocie
onepayuu 6 meieoOHHOM paszeo080pe NAYUEHMKA ommeyaem
SHAUUMETLHOE VIYHUEHUE CAMOYYBCMBUSL, ONUCBIBAENT CUM-
nmomet CH, xapaxmeprule 0ns 1 Qynkyuonanvnozo knacca
no NYHA. Koumponvhwiii ocmomp 3anianuposan depes 6
Mecsyes nocie  UMWIAHMAYUY
OKC 6 ycnosusx noaukauHuxu
@I][CCX. [Ipeononazaemcs npo-
geoeHue:  NpoOSpamMMuposanus
OKC, XM OKI, mpancmopa-
KQIbHOU U YPecnuuje600HOLL 9X0-
Kapouozpaghuu, MacHuUmMHope30-
HAaHCHOU momoepaguu  cepoya,
NOGMOPHOU KOHCYIbMAayull Kap-
ouonoea nonuxaunuxy OICCX
¢ onpeoeienuemM noKa3auull OJis
nPOMe3UPOBaAHUsL  CUCMEMHOZO
KAanaua.

VYV mnamuentoB ¢ KTMA
OIMCAaHO YepeOBaHHEe MOIHON
AB 0r10KabI U TIPOBEICHUS TI0
JIII [7]. WHTepecHBIMU OCO-
OCHHOCTSMHU  MPEJCTABICHHBIX
auMH gaHHeIX XM OKI sBig-
1oTcsl mosipieHue AB Onmoxass
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BTOpPOM CTENEHH BTOPOTO TUIA Ha (hOHE CIIEJOBAHUS KOM-
riekcoB P-QRS-T ¢ mpusHakamu mpeaBo3OyxJeHus, a
TaK)Ke HaJM4YUe PeTPOrpajHOr0 BEHTPHUKYJIOATPUATIBHOIO
npoBezieHust Ha GoHe nosHON AB 00Kaibl U cieayroImmx
B CBOEM pUTMeE «y3Kkux» kommiekcoB QRS [1]. M3BecTHO,
yro y nanuentoB ¢ KTMA napsiny ¢ AB Giokanoii pa3su-
BAIOTCS] TAXMAPUTMUH, B TOM YHCJIE, CBSI3aHHbIE C HAJTMYU-
em JITIIT [8]. Takum OONBHBIM, KaK MPaBHUIIO, TPeOyeTCs
MIPOBEJICHUS PAIMOYaCTOTHOM KaTeTepHOH adianuu, 4To
MOXET OBITh CBSI3aHO C OINPEICICHHBIMH TEXHUYECKUMHU
tpynHoctsmu [9, 10]. OOcyxnaemass OoibHAS KAJIOOBI

IMAGES

Ha TIPUCTYIBI cepiuedueHus He npeabssisuia. [Ipearno-
JIOKUTh, YTO BBLIBICHHBIE y OonbHOW mpu XM DKI' [1]
HapylIIeHUs pUTMa U MIPOBOAMMOCTH CBSI3aHBI C HAJTMYHEM
BIIC M0XxHO OBLTO HAa OCHOBAaHHH BBICOKOH aMIUTATYIIBI
BosH P (Bo II otBenenun ona mpessimaet 300 MxB) u He-
00BbIYHON KOH(pUTYypanuu koMiiekcoB QRS ¢ mpusnakamu
npenBo30ykIeHusl. B KOMIAKTHOW YacTH ATHX KOMILIEK-
coB (cremyromeil mocie AeiabTa BOJHBI) B MPaBBIX TPYI-
HBIX OTBEJCHHUSX NPEBAIUPYIOT 3yOubl R, a B JeBbIX - S,
YTO BPSII I MOXKHO OOBSCHHUTH YeM-TO MHBIM, KpOME Kak
Hajnunem BIIC.
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