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Ha ceeo0nsawnuii denv paduouacmomuas KamemepHas aOAQyUs ampuoSeHmMpPUKYASAPHOU V31060 peuli-
NPOKHOU maxukapouu seasiemes Haubonsee 0eticmeeHHbIM cnocobom mepanuu smoti apummuu. Tlozuyuonu-
POBarue abAAyUOHHO20 Kamemepa 0CyueCmensiemcest o PeHMeeHaHamoMu4ecKum u 31eKmpogu3suoiocute-
cxum kpumepusm. Ipu cunopome Mappana y nayuenmog yacmo écmpeuaemesi covemanue oeqopmauyuu
2pYOUHbL U AHEBPU3MbL 80CX005UE20 OMOena aopml, 8bl3bl6alOUee cMeujeHue cepouad, ymo npueooum K uz-
MeHeHUI0 peHmeeHo02u1eckux opuenmupos. Ilpedcmasnen KAUHUMECK U CAYHATl YCNEeUHO20 AeHeHUs NAPO-
KCUBMAALHOU AMPUOBEHMPUKYAAPHOI V31060l PEUUNPOKHOU MAXUKApouu y NAUUEHMKU C CUHOPOMOM
Mapgana, umeroweil anespusmy 80cxodsuie2o omoena aopmot U 60POHK00OPA3HYI0 dehopmaluro epyouHbl.
Hanuuue dannoii namono2uu 6v136a10 3HAMUMENLHOE UIMEHEHUEe NOAONCEHUS. cepoyd, Yo NPUGeao K mpyo-
HOCMAM 8 N0KAAU3AUUU MEeOACHHbIX Nymell ampuoseHmpuKyasaprHo2o yaa. Kamemep 6 koponaprom cumnyce
u cnaiik nyuxa luca nocayjcuiu omnpasHviMu Mo4Kamu 0451 MOYHO20 onpedeneHus: 30Hbl unmepeca dajjce
npu 3HAUUMeAbHO U3MeHeHHOU anamomuu mpeyeonvhuxka Koxa.

Kawuesovle cn06a: napokcuzmansHas ampuoseHmpukyasipHas peyunpoKHas y3108das maxukapous,; CUHO-
pom Mapghana.
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To date, radiofrequency catheter ablation of atrioventricular nodal reentrant tachycardia is the most effective
way of treating this arrhythmia. The positioning of the ablation catheter is based on X-ray and electrophysio-
logical criteria. In Marfan syndrome, patients often have a combination of sternum deformity and ascending
aortic aneurysm causing heart displacement, which leads to the change in X-ray reference points. A clinical
case of successful treatment of paroxysmal atrioventricular nodal reentrant tachycardia in a patient with
Marfan syndrome with the ascending aortic aneurysm and funnel-shaped sternum deformity is presented. The
presence of this pathology caused a significant change in the position of the heart, which led to difficulties in
localizing the slow pathways of the atrioventricular node. The catheter in the coronary sinus and the spike of
the His bundle served as starting points for the zone of interest precise determination even with the significantly
altered Koch triangle anatomy.

Keywords: paroxysmal atrioventricular nodal reentrant tachycardia; Marfan syndrome.
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Beenenne

ATpUOBEHTPUKYJISIpHAs y3J0Basi PELUTPOK-
Hast Taxukapausi (ABYPT) — 310 noBojibHO pac-
MNpocTpaHEHHOE HapylleHrue puTMa cepaua. Eciau
FOBOPUTh O HAJXEJNYAOUYKOBBIX TaxuKapausx,
He TpUHKMasi BO BHUMaHue (pUOPUIISLIMIO Tpe-
cepiuii, TO MapOKCU3MaJIbHbIE ATPUOBEHTPUKY-
JISIPHBIE PELIMITPOKHbBIE TaXUKapAUU BCTPEUalOTCs
npuMepHO B 85% ciyyaeB, M3 HUX Ha HOJIIO
ABYPT npuxomurcst 35—40% [1]. Ha cerogusm-
HUM JeHb pajuoyacToTHasl KaTeTepHas abjaius
(PHA) ABYPT saBnsercsd HanboJjiee 1EUCTBEHHBIM
Coco0OM Teparnuu 3TOi apuTMUU, KOTOPBII M03-
BOJISIET MALIMEHTY MOJHOCTBIO OTKA3aThCsl OT MpPHU-
eMa aHTMapuTMUYecKux mpemnapatoB. [1lo peko-
MeHgauusaM Bcepoccuiickoro HaydHOro oOIIeCT-
Ba aput™moJjioroB u ACC/AHA/HRS PUYA ABYPT
uMmeeT I Kiacc mokazaHuit ¢ ypoBHEM J0Ka3aTelb-
Hoctu B [2, 3]. DddpexkTuBHocts PYA ABYPT co-
craBisieT 98—99%. B ocHOBe MeTONA JIEXKUT IeCT-
PYKLMSI BOJOKOH MEIJIEHHOU 4acTW aTpPUOBEHT-
pukyaspHoro (AB) ysma B HUXHeEH vacTu
TpeyroapHuka Koxa. ITosunmuonupoBaHue abja-
LIMOHHOTO KaTeTepa OCYIIECTBISETCS 110 PEHTI€H-
aHATOMUYECKUM U BJIEKTPO(DU3UOJIOTNUECKUM
kputepusaM. Ilpu cunapome Mapdana y naimeH-
TOB 4acTO BCTpedvaeTcsl couyeTaHue aedopmauuu
IPYIMHBI M aHEBPU3Mbl BOCXOASIIEro OTraesa
aopThl, BBI3BIBAlOIIEE CMEIICHUE Ccepala, 4YTO
NPUBOJIUT K U3MEHEHMIO PEHTIeHOJOTMUYECKUX
OpUEHTUPOB [4]. DTO co31aeT TPYAHOCTHU B ITO3M-
LIMOHUPOBAHUU AUATHOCTUYECKUX U JIe4eOHOro
KaTeTepOB, MOTEHILIMATbHO YBEJIUYMBAsI BEPOST-
HOCTb BO3HUKHOBEHMsI ocijoxkHeHuit [5]. Ilpen-
CTaBJIsIEM ITOJOOHBIN Caydail U3 Halllell KIIMHUuYe-
CKO¥i MPaKTUKMU.

Knuangeckuii ciaydait

bonbHasa K., 22 roga, nocrynuia B OTAeJICHUE
XUPYPruyecKoro Je4eHUsl CIOXKHBIX HapylleHU
puTMa cepala M BJEKTPOKAPAUOCTUMYJISILIAU
23.03.16 1. ¢ xkayobaMu Ha MPUCTYIHI yYallleHHOTO
PUTMUYHOTO CEpALEOUEHUS, OABILIKY NPU HU3nye-
CKOM Harpyske.

M3 anamHe3a 3a0oJieBaHMS: HApPYLIEHUsI pUTMa
0ecrnokosT ¢ JEeTCKOro BOo3pacTa. YXYHAIIEHHE CO-
CTOSTHUSI B TeYEHME MOCJIEeIHEro roja, Koraa yJac-
TWINCHh TMApOKCU3MBI TaxXWKapAWH, TIOSIBUIACH
onpllIKa Npu (husudeckoii Harpy3ke. ObciaenoBaHa
MO MECTY XUTEeJIbCTBA, BBIMOJHEHA YPECITUIIEBOI -
Hasl 3JIEKTPOKAPANOCTUMYJISLIMS, TP KOTOPOii Be-
puduuupoBan nuarHod ABYPT. Kpome Toro,
npu 3xokapauorpadguu oOHapyXeHa aopTalbHas
peryprutamust III cT., paciiupeHre BOCXOASIIETO
OTIena aoOpTHI.

BrinosHeHa MyJIBTUCTIMPaIbHAsI KOMITbIOTEpHAsI
ToMorpadusi rpyiHON KJIETKU ¢ KOHTPACTHBIM YCU-
JIEHUEM, TIPU KOTOPOI BBISIBICHA TUJIaTaIlsI CUHY-
coB BanbcanbBbl 10 7,3 ¢cM, CUHOTYOYJISIDHOTO Iped-
HS — 10 7,2 ¢M, BOCXOMSIIEH aOpThl — A0 7,2 CM.
IpynHas xierka nedopmupoBaHa. PaccrosHue ot
TPYIVHBI 10 TepeaHell TTOBEPXHOCTH TTO3BOHKOB —
0,9 cM Ha ypoBHE HUXHEU TpeTU TPYIUHBI,
Ha ypoBHe cpenHeii Tpetu — 1,8 ¢cM, Ha YpOBHE py-
KosiITkU — 2,7 cm. Cepale pacrnojioXeHO B JIEBOW
MOJIOBUHE IPYIHON KieTKH (puc. 1).

BricTaBnen nuarHo3s: cuHapoMm MapdaHa; aHeB-
pu3Ma cuHycoB BanbcanbBbl, CHUHOTYOYISIpPHOM 30-
HbI, BOCXO/ISIIIIETO OT/IeJIa A0PThl; a0pTaJbHasI HeI0-
crarouHocts 111 cT.; mapoxkcusmanbsHast ABYPT, Bo-
poHKooOpa3Hasi necopMalius TpyIHON KIETKMU.

bouto mpuHsATO penieHue o BeimoaHeHun PYA
MeJICHHBIX TyTeil AB-y3nma mepBbIM 3Tamowm,

Puc. 1. KommbiotepHast Tomorpadust opra-
HOB TPYIHOU KJIETKM C KOHTPACTHBIM YCU-
JnieHueM (mpsimast mipoekiust). Cepaue pac-
MOJIOXEHO B JIEBOW IOJOBUHE TPYIHOM
kinetku. CTpenkoil ykazaHa aHeBpU3Ma
BOCXOJSIILEro OT/es1a a0PThI
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BTOPBIM 3TalloM — XUPYPIUIECKONM KOPPEKIINH
AHEeBPU3MBI AOPTHI.

OO0BEKTUBHO: 0011lee COCTOSIHUE CPEeIHEN TsKe-
ctu, poct — 184 cm, Bec — 60 KT, MHIEKC MaCChI Te-
na — 17,7 kr/m2. I1o npeacTaBiIeHHBIM 3JIEKTPOKap-
IUorpaMMaM, HaKeTyIO0UYKOBasi TaXUKaApIUs C y3-
KMMU KoMIuiekcamMu QRS, 4yacTora cepledHbIX
cokpauenuii (YCC) — 190 yn/muH, 3y6eu P He
uneHTuguuupyercs. Ilo maHHBIM YpecHuIleBOMI-
HOM 2JIEKTPUUYECKOW CTUMYJISILMU Cepila, pa3pbiB
kpuBoii AB-nipoBenenust Ha 100 Mc mpu 3amepKKe
TecTupyollero nmnyiabca 320 Mc ¢ MHAYKLIMEH ma-
pokcusma Taxukapauu ¢ YCC 187 ya/MuH, uHTep-
Bast R—P'— 50 mc. I1o pe3ynbrataMm sxokKapauorpa-
(bm1, KOHEUHBI TUACTOIMYECKUIA pa3Mep — 65 MM,
KOHEYHBIM CHUCTOJMYECKUI pasmep — 45 MM;
no TellxonpIly: KOHEUHBIM AUACTOTUYECKUIA O0b-
eM — 217 MJI, KOHEYHBII CUCTOINYECKIUN 00BbeM —
94 mn, ynapHbiit 00beM — 123 M1, ppakiiust BHIOPO-
ca — 57%; no CUMIICOHY: KOHEUHBI TNACTOJINYEC-
KUl 00beM — 178 M, KOHEUHBII CUCTOJINYECKUI

o0beM — 45 mul, yaapHbiii oobeM — 133 M, ¢pak-
umst BeIOpoca —75%; biplane: acdheKTUBHbBIN ymap-
HBIII 00beM — 73 Mul, nHAEKC 3(pPEeKTUBHOIO yaap-
Horo oovemMa — 41 Mi/M2; aHeBpUM3Ma CUHYCOB
BanxbcanbBel (68 MM), CHHOTYOYJISIPHON 30HBI
(68 MM), Bocxomstero otaena aopTel (60 Mwm). Jdn-
JlaTallMsl JIEBOTO XeJyaouka. AOpTajabHbIN KiamnaH:
munatanus puopo3Horo KojbHa (31 MMm), MUKoBast
CKOPOCTb BBIOpOCa KpoBU B aopty — 1,3 M/c, cpen-
HUI TpaJueHT AaBjieHus — 3,5 MM PT. CT., MaKCH-
MaJIbHBIN TPanUeHT AaBICHUS — 7 MM PT. CT., PETyp-
rutauus 111 ct. OOleKIMHUYEeCKWEe aHalu3bl —
HoOpMa.

Omnepauus nposeneHa 25.03.2016 . Ilox mect-
HO1 aHecTe3Mell BhIMOJHEHA MYHKIIMSI BHYTPeHHEH
sIPEMHOI BEHBI cIpaBa, oOlleil OeapeHHOIl BEHBI
crpaBa JBaxKJbl. YCTaHOBJEHBI MHTPOABIOCEPHI
6 u 7 Fr. [Ipu pentreHorpauu OTMEUEHO BBIpa-
JKEHHOE CMellleHMe TeHU cepaua BieBo. C TexHuye-
CKMUMHU TPYIHOCTSIMU KaTeTepU3UPOBaH KOpPOHap-
HbIii cuHyc 10-mtomocHbIM 251eKkTpoaoM Explorer ST

Puc. 2. PacnionoxeHne 3JeKTPOIOB:

a — npsiMasi TPOeKIMs; 6 — IpaBasi Kocasi MPOEKLUs
(RAO 30); 6 — neBast kocast mpoexuust (LAO 30)
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(Biosens Webster Inc., CIIIA), BbisiBIeHO 3Ha4u-
TeJIbHOE CMEIIEHUE YCTbs KOPOHApPHOIO CHHYyca
K3aau. B rmojocTb mpaBoro xeayaouka BBEIeH Iua-
THOCTUYECKUI 4-TIOMIOCHBIM ayekTpon Torqr
Josephson (Medtronic Inc., CIIIA). BsimosHeHO
3NIeKTPOGU3NOIOTHIECKOE HMCCAeIOBaHUE: TOYKA
Benkebaxa AB-y3ma — 200 mc, apdpekTruBHBIN pe-
¢pakrepnbiii nepuon AB-y3ma — 270 mc. Paspuis
KkpuBoii AB-npoBeneHus Ha 90 Mc mpu 3anepxKe
TeCTUpyoLIero 3kcTpactumysa 310 Mc ¢ MHIYKIIM-
et mapokcusma taxukapauu ¢ YCC 196 yn/muH,
BEHTpUKYJoaTpuaibHblli nHTepBan — 40 Mc. [Ipu-
HsiTO pelieHre 06 PYA MenieHHbIx myTeit AB-y3ina.
M3-3a BbIpaXKeHHOT'O CMEIIeHHUs Cepilia BAEBO MC-
MoJb30BaTh PEHTreHaHaTOMUYECKUEe KpUTEpUU
B cta”naapTHbIX TTpoekiusax (LAO 30 u RAO 30) He
MPeaCTaBISLIOCh BOBMOXHBIM. BBIMOJHEHO KapTu-
pOBaHMe TTOJIOCTH TIPABOTO MIpeAcepaus abIamoH-
HbIM 3jekTpoaoM Blazer Lg Crv 4 mm (Boston
Scientific Inc., CIIIA), obHapyxXeH crmaik Tydyka
Tuca, a1eKTpoa MO3ULIMOHMPOBAH HUXKE 9TOI 00J1a-
ctu (puc. 2). OcyliecTBlIeH psiJ pagnuodaCTOTHBIX
BO3IeicTBU Ipu TemiiepaTtype 55 °C 1 MOIIHOCTHA
55 Br. Tlony4yeHbl 301301561 y3J10BOro putma. KoH-
TPOJIBHOE 3JIEKTPO(PU3NOTIOTUIECKOE HCCIIeqoBa-
Hue: Touka Benkebaxa AB-y3ma — 190 mc, addek-
TUBHBIN pedpakTepHbIii epuoa AB-yzna — 300 mc,
pa3pbIBOB KpuBOi AB-mpoBeneHUs HET, TaxuKap-
st He wHIynupyetcs. Yepes 10 MUH OXUmTaHUS
COXpaHsIeTCs MOJy4eHHBI 2(PdeKT. DIeKTpoabl
W WHTPOAbIOCEPHI yaaleHbl. Bpems omepauuu —
95 muH, Bpems daoopockonuu — 587 c.

ITocneonepallMOHHBINM MHepuod IpoTeKal 0e3
ocobeHHocTeil. [lanumeHTka ObUIa BbINTMCAHA
28.03.2016 .

Bropoit 3Tan omepaTuBHOrO JiedyeHus1 (orepa-
st Slky6a ¢ cyrmpakopoHapHBIM TTPOTE3UPOBAHUEM
BOCXOJSIIEr0 OTHeJia aopThl) ObLI MpPOBEIEH
12.04.2016 1. TeueHUE TIOCITIEOITEPALIMOHHOTO TIEPH-
oga — 0e3 ocoOeHHOocCTel, OoJibHasg BBIMMCAHA
22.04.2016 .

O6cyxnenne

HecMoTps Ha KaxXyIIylocst IPOCTOTY BBITIOJTHE-
Hust PYA ABYPT, B 2—-3% cayyaeB BO3HUKAIOT
npoOJieMbl C JIOKajJu3alueil MeIJICHHBIX NyTel
npoBeaeHus [6]. DTo 0GYCIOBIEHO 0COOEHHOCTS -
MU aHATOMMYECKOTO CTPOEHMs Cepjlla U ero pac-
MOJIOXKEHMEM B rpyaHoii kKiietke [7]. B Haliem ciy-
yae MMeJI0 MECTO BbIpaXKeHHOE CMEIleHUe cepalia
BJIEBO, CBSI3aHHOE C AHEBPU3MON BOCXOMSILETO
OT/IeJia Aa0PThl U HAJIMYMEM BOPOHKOOOPA3HOI Ipy-
JWHBI, YTO BbHI3BAJO 3HAUUTENIbHBIE TPYIHOCTU

MpU TO3ULIMOHUPOBAHUU a0JAIIMOHHOTO 3JIEKT-
poza B 00acTU MeUICHHBIX yTeit AB-y371a 3a cuet
U3MEHEHUSI TPUBBIYHBIX PEHTTEHAHATOMUYECKUX
opueHTHpOB. KarTeTep B KOpOHapHOM CHUHYCE
U crmaiik mydka Iuca mociyXulu OTHpaBHBIMU
TOYKAMU IS JIOKAIM3allMd MEIJICHHBIX TMyTei
AB-y351a, 4TO MO3BOJMJIO BBITIOJHUTH UX YCITCII-
HYIO a0JaIuio.

3axiaroueHue

IMouck peHTreHOJOTMYeCKNX OPUEHTHUPOB IS
UIeHTU(UKALIMA aHATOMUYECKUX (YCThe KOpOHap-
HOTO CMHYCa, TPUKYCTTUAATBHBIN KJIallaH) v 2JIEKT-
podusmnonornueckux (cmak mydyka liuca) cTpyk-
Typ TIOMOTaeT OIPEISTUTLCS C 30HOM MHTepeca.
HaneceHue paanoyacTOTHBIX aOJalMid OT YCThSI
KOPOHApPHOIO CUHYCa C MOCTENEHHBIM MPOABUXKE-
HHUEM T10 HampaBJIeHUIO K My4Ky [ica mo mosyde-
HUSI YCKOPEHHOTO Y3JI0BOTO PUTMa TO3BOJISIET 10-
OuThCs abJanuy MEIJICHHBIX IIyTel JaxKe IIpY 3Ha-
YUTEJIbHO W3MEHEHHOW aHAaTOMUU TPEeYyrojbHMUKA
Koxa.

Kongauxm unmepecos
KoHdaukT nHTEpecoB He 3asIBIIsSIETCS.
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