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KoHycHa pekoHcTpyKuia (Cone repair) TpMCTYNKOBOro KnanaHa npu aHomanii
E6wTeiiHa: BNacHMIM AOCBIA aHAaTOMIYHOI PEKOHCTPYKUii

XaHeHoBa B.A.%, PizHuk A.C.1, Mewkosa M.C.}, CemeHtok B.IM.Y, babnak O.1.%,
PyneHko H.M.?

1 1Y «HaykoBO-NpaKTUUYHMI MEAUYHWUIA LEHTP AUTAYOI Kapaionorii Ta kapaioxipyprii MO3 YkpaiHu» (KuiB)
2HauioHanbHa MeauyHa akageMmia nicnaaunaomHoi ocsit imeHi M. J1. Wynuka MO3 Ykpainu (KuiB)

Y cTaTTi npeacTaBieHUt JOCBII MPOBENEHHS ONepaliil KOHYCHOI PEKOHCTPYKIii TPUCTYJIKOBOTO KJlalaHa Mpu
a”Homadii Eomreiina. Anani3z 16 Braamx onepaliliii mokasas, 110 Y paHHbOMY Ta BimgajgeHOMY IiciisionepaliiiHo-
My TIepiofii JaHa MeToIMKa T03BOJISIE JOCSTTH JOOPUX PE3yIbTaTiB JiKyBaHHS 32 paXyHOK BiTHOBJIEHHSI aHATO-
MiuHOi (hopMU KJIaIlaHa, BiIMOBM BiJl BAKOPMCTAHHS CUHTETUIHMX MaTepianiB. OmHak, 1100 OLIiHUTH yCi Tiepe-
Baru KOHYCHOI peKOHCTPYKIIii, HeoOXiaHe OUIbII TpUBaJie CIIOCTEPEXKEHHS 3a MalliEHTaMU 3 OLIIHKOIO CTaHy Ta

dynkuii TK.

Karouoei caoea: anomanis Ebwumeiina, konycna pexoncmpyxuyis, cunopom WPW.

Anowmarnig EOireiina — BpomkeHa Baga cepls, IIpu
SIKill cemTanbHa CTyJKa TpuctyiakoBoro kinamaHa (TK)
3MillleHa B MOPOXHMHY IIPaBOrO IILIYHOYKAa B CTOPO-
Hy BepxiBku. Bnepie 6yna onucana W. Ebstein (1866).
IMomupenicte i ctaHoBUTh 0,5—1% ycix BpOMIXKEHUX
Bax cepus (BBC) [1]. B okpemux BuUmagkax Baga mdia-
THOCTYETHCS Mi3HO, OCKiJIbKU MOYaTKOBUI mepebir 0e3-
CUMIITOMHU. JIuTrHa MOXe BeCTU HOPMaJIbHUI CITOCiO
KUTTS Ta BUKOHYBaTH 3BMYaliHi (pi3MYHi HaBaHTaXXEHHSI.
OpHak y OiNbLIOCTI BUITAIKIB aHOMAisl MPOSIBIISIETHCS
paHo, Tiepe0ir ii Tskkuit. CepenHs TPUBAJIiCTh KUTTS Ta-
KUX TauieHTiB ckinamae 20—25 pokiB. OCHOBHA MpUYMHA
CMEPTi — ceplieBa HEAOCTATHICTh. YCKIATHEHHSIM € TSIKKi
TMOPYIIEHHS PUTMY CEpPLIs, IO TAKOX MOXYTh IIPU3BECTU
JI0 parTOBOI CMEPTi.

Konycna pexoHctpykiiss TK po3pobieHa Ha IpoTH-
Bary iHmmMM Bumam omepauiii (Carpentier, Danielson,
Hetzer), axi 3abe3neuyBanu BimHOBJIeHHsT (yHkitii TK.
3BaXkalouM Ha Te, 10 y MOIEpeaHiX TEXHiKax 3aCTOCOBY-
BaJIM CUHTETUYHI MaTepiaan, a 3aMUKalbHa (YHKIiS KJia-
naHa 3a0e3revyBajach NepeBakKHO 32 paXyHOK IMepeaHbol
CTYJKU, pe3yJibTaTy onepaliit 0yJiu 3aJ0BUIbHUMU, OJHAK
BiIMiYaBCsl TOCUTb BUMCOKMIA BiICOTOK TOCIITaJIbHOI Jie-
TaJIbHOCTI [2] Ta BUCOKMI1 piBeHb MOMipHOI 200 BUpaxKe-
Hoi perypritauii Ha TK [3], 1110 mpu3BoanIo 10 MOBTOPHUX
BTpy4aHb Ta HeoOxigHocTi nmpore3dyBaHHs TK [4]. KoHyc-
Ha PEKOHCTPYKIIisl € ONepalli€lo, siKa J03BOJISIE BITHOBU-
TH KJamaH y ¢popMi KoHyca. TaKUM YMHOM, LIEHTPaAJIbHUIA
MOTIK KpOBI Yepes KJiallaH, ITI0OBHA KOOITallisl HOro CTyJ0K
JIOCSATAETHCS 32 PAXyHOK MAaKCUMAaJIbHOTO HAOIMKEHHS 10
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aHaToMmiuHO1 (dopMmu. besnocepenHi Ta paHHi micisiorne-
pauiitHi ExoKI' paHi cBigyath mpo qoOpuil pe3yasTaT Ha
JAHOMY eTarli clocTepexXeHHs [S].

Mera poGoTH — TIpoaHai3yBaTW BJIACHUI JOCBIf
YCOINIHUX oOrmepalliii KOHycHOi pekoHcTpykiii TK mpu
a”Homauii EOiureiiHa.

Marepiamm i meTonu. Y nepion 3 2012 mo 2015 pp. 8 Y
«HaykoBo-npakTUUHUI MEOWYHUN UEHTP OUTIYOL Kap-
nioJorii Ta Kapmioxipyprii» MO3 Ykpainu 6yno mpoorie-
poBaHoO 16 marieHTiB 3 aHOoMajieo EOIITeliHa 3a HOBOIO
METOAUKOK KOHycHOi pekoHcTpykuii TK. CepenHiii Bik
MAali€HTIB CTAaHOBUB 13 poKiB 4 Mics1li + 8 poKiB 7 MiCSAIIiB.
VY noornepauiifHoMy nepiofi y BCiX Mali€HTIB BigMivaaacs
3aAUIIKa i yac (i3MYHOTO HABAHTAXEHHS, CTOMJIIOBA-
HiCTb, Tepedoi B po0oTi cepiist. KitiHivHO 1ie MposBIsIoCcs
OsinmicTio, LiaHO30M, ceplieBolo HempocTtaTHicTio I—II cT.,
3HUXKEHOIO TOJIEPAHTHICTIO N0 (Di3MYHMX HABAHTAXEHD,
dbynkuionansHumii knac 338 NYHA — II-II1. Cepen cymyT-
Hix BBCy 10 (62,5%) nattieHTiB Oy, HassBHi BTOPMHHUIA
nedexT MixnepencepaHoi MEperoponku ado BiAKpUTE
OBaJIbHE BiKHO, y OTHOTO Mill YaC MarHiTHO-pe30HaHCHOL
toMorpacdii (MPT) BusiIBIeHO O3HaKM HEKOMITAKTHOCTI
MioKapza JIiBOro HuIyHOYKa.

HoonepallifiHi nalieHTH OyJau OOCTEeXEeHi 3rimHo 3 Hia-
THOCTUYHUM ITJIAHOM, 1110 BKJIIOYaB B ce0e, KpiM 300py aHaM-
He3y, Gi3uKaTbHUX Ta Ja00PaTOPHUX AOCTIIKEHb, €JIEKTPO-
kapaiorpadito (EKT'), exokapmiorpadio (ExoKTI'), MarHit-
HO-pe3oHaHcHY Tomorpadito (MPT) cepiis, enekrpodisio-
JIOTiYHE MOCIiKEeHHS Ta 30HIYBAHHS IOPOXKHWHU CEPLIS.

ExokappiorpacdiyHa oliHKa NpoBOAMIACS Ha amapati
Philips 1E33, BUKOPUCTOBYBJIUCH PEXUMMU: ITBOXBUMIp-
Ha ExoKI, M-pexuM, NocTiiiHO-XBUJIbOBA, iMITyJIbCHA Ta
KonbopoBa ponreporpadis. HiarHOCTUKa TPyHTyBajiacs
Ha exokapriorpadiyHUX AAaHUX CTOCOBHO 30BHIllIHBOTO
puriany TK. OriiHioBaBcS CTYIiHb 3MillIECHHSI Ta PiBEHb
MPUKPITUIEHHS CTYJIOK, CTYIiHb AWIATAllil IPaBOTO Mepe-
cepas. I[IpoBeneHHsST 4epe3CcTpaBOXiqHOI exokapmaiorpadii
JIO3BOJIWJIO BU3HAYUTU TMOKA3HUKHU, HEOOXiqHi Xipypram
MpU PO3MJISIAI MUTAHHS MPO IUIACTUKY YU MPOTE3yBaHHS
TPUCTYJKOBOTO KJIaraHa.

3a pesyjbraTaMu AOCTiIKeHHsS BUABIeHO: Y 7 (43,7%)
MallieHTiB OyB miarHocToBaHWii TMN «B», y 9 (56,3%) —
tum «C». [TomipHa HempocTaTHicTh Ha TK BimMivamacs y 5
(31,2%) nauienTis, BupaxkeHa — y 11 (68,8%). [TopoxHu-
Ha TIpaBoro nepeacepas Oya 30iIblIeHa 3a paXyHOK aTpi-
aJli30BaHOI YACTUHU TPABOTO ILUTYHOUYKA, a MOPOXHWHA
MPaBOTO IIUTYHOYKa —3HAYHO 3MEHIIEHA.

OnuHanusity (68,8%) XBOpUM TTPOBOIUIIOCH EJIEKTPO-
(dizionoriune mocnimkeHHs, mia yac sikoro y 7 (63,7%) 3
HUX BUsABIeHO cuHApoM Bonbda-IlapkiHcoHa-VYaiita
(WPW), mpoBeneHO KaTeTepHY AECTPYKILIO JOJaTKOBUX
MPOBITHUX NUISIXiB.

J171s1 BUMipIOBaHHSI TUCKY B JiereHeBilt apTepii 7 (43,7%)
XBOPUM Ha AoomnepalifHoMYy eTari 6yJia BAKOHaHa KaTeTe-
pHU3allis TOPOXHUH Cepls.

3a pmomomoroio MPT cepus, 1o Oyao mpoBeaeHO 6
(37,5%) malnieHTaM, OLHIOBAJIX PO3MIpH JIiBOTO Ta Tpa-
BOTO Mepeacepnb, dpakuito perypritauii Ha TK, po3mipu
Ta (ppakililo BUKUIY MPaBOro Ta JiBOro HUTyHoukiB. Lli
JaHi JO3BOJISUTA MPOTHO3YBaTU MOXJIMBICTh MPOBEAECHHS
KOHYCHOI peKoHCTpyKilii TK abo miBTOpaluyHOYKOBOI
KOpEeKIlil Baau, MOEIHYIOUM KOHYCHY PEKOHCTPYKIIIO 3
HAaKJIAJAHHSIM JBOHAMPABJICHOTO KaBOMYJIbMOHAIBHOTO
a"Hactomogy [ieHa.

Memoouka onepayii. Yci ormepallii BUKOHYBaJIUCh i3
CEepEeIMHHOI CTEPHOTOMIi B YMOBaX IITYYHOTO KPOBOOOi-
Ty Ta moMipHoi rinorepmii (29—32 °C), 3 BAKOPUCTAaHHIM
AHTErpajHOl XOJIOJOBOI KapAioIJierii KycTOMioJoM abo
AHTErpalHO-PETPOrPATHOI XOJOA0BOI KPOB’SIHOI Kapaio-
TLTErii.

ITicng migkiIodyeHHsS amapaTy IITYYHOTO KPOBOOOIry
(ALIK) mpoBoaunacek peBisis anatomii TK. J{ati BUKoHy-
Basiocs BiacideHHs TK 1o ocHOBI mepeaHboi, 3aaHbOI Ta
CEeNTaIbHOI CTYJIOK Ta ix MoOimi3aitis. @parMeHTH CTYI0K
3MIMBAIUCS MiXX CO00I0 i3 (hOPMYBaHHSIM LIUTICHOTO KiJlb-
ug TK y BUMISIAi KOHYca, MPU SIKOMY BCi CTIHKM KOHYcCa
YTBOPEHiI TKAHWHOMO CTyJoK. [lics miikauii aTpianizoBa-
Hoi yactunu 11 ta anatoMiyHoro Kinbig TK chopmoBa-
HUl i3 cTynok koHyc TK nmpuinmBascs 10 chopMOBaHOTO
a"atomiuHoro Kijblg TK. CepeaHs TpUBaiCTh IITYYHOTO
KpoBooOiry ckiana 119 £23 xa.

Pesynsratu Ta o0roBopenns. PaHHs micnsionepaiiiiina
JIeTaIbHICTh cKiana 6,2% (1 mauieHT). Y ogHOro namieHTa
BTPYYaHHS MMPU3BEJIO JO ATPOTE€HHOI IOBHOI aTPiOBEHTPU-
KyJsipHOi Onokanu (AB-06yokanau), 110 BUMarajio TUMYa-
COBOTO MiJKJIIOYEHHSI 30BHIIIHBOTO KaApAiOCTUMYJISTOPA;
Ha MOMEHT BUNUCKU — 30epiranacsa AB-6mokana I cryme-
HsI 3 yacToTolo ceplieBux ckopoueHb (HCC) 60—90 ynapis
3a XBWIWHY, TOMY iMITJIAHTALlisl HOCTIHHOTO KapaiOCTUMY-
JISTOpa MoKa3zaHa He Oysia. Y BCiX XBOPUX CIIOCTEPIraauch
SIBUILIA CeplLeBO-CyAMHHOI HegocTaTHOCTI I—II cTymeHs,
0 MOTpebyBao iHOTPOMHOI MiATPUMKHU (IOMAaMiH y ce-
penHiit mo3i 3 MKT/KT/XB.), CTAHAAPTHUX J03 JiypeTUKIiB.
CepenHill TepMiH TepeOyBaHHS MALli€EHTIB Yy BildiIeH-
Hi peanimanii — 50,4 gas. [Tin yac npoBenerHHss ExoKT
Y pPaHHBOMY IicCAgONepaliiitHOMy Mepiofi OULiHIOBAIUCH
CKOpoTivBa (PyHKIIisI 000X IIITYHOUKIB, IO OyJa OlliHeHa
sIK 33J10BiJIbHA, Ta HenocTaTHicTh Ha TK, 110 Oyna oliHeHa
SIK HEBEJIMKA.

Bci nanieHTn obcTexXeHi y BigmgaaeHOMY Micisionepa-
HiiiHoMy mepioni (4epe3 6—12 MicsiB Mmicast Xipypriu-
Horo BTpy4yaHHs). [lalieHTH BinMivyaiu 3Ha4YHE MOKpa-
IIEHHS CTaHy, WO MiATBEPIXKYBadoCs KJIiHIYHUMHU TO-
Ka3HUKaMU. 3a pe3yJbTaTaMu KOHTPOJO — Yy OUIbIIOCTI
XBOpUX 30epiraBcs HEBEIUKUI 3BOPOTHUI TOTIK HA TK,
cKopoTiuBa (yHKIIiSl JIiBOTO Ta MPABOTO IILUTYHOYKIB J10-
Opa, 0 CBITYUJIO TIPO JOOPUIi pe3yabTaT Kopekilii. [Tpo-
te nBa (12,5%) maiieHTu Gyau peorepoBaHi BiINOBiAHO
yepe3 1 p. Ta 1 p. 3 Mmic. yepe3 BUpaxkeHy TPUKYCIiTAIbHY
HEIOCTATHICTb.
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20 BpopxeHi Bagyu cepus

BucnoBgn. MeTtonnka kKoHycHoOi pekoHCcTpyKilii TK €
HOBOIO TEXHIKOI OIlIEpaTUMBHOIO JIiIKyBaHHSI MpU aHOMAa-
nii EourreitHa. [yt MOBHOI OLIIHKM ii mepeBaru, HeooXis-
HOCTI MOBTOPHUX BTPY4YaHb Ta BipOTiZHOTO MPOTEe3yBaHHSI
TK noTpioHMIi TpUBaIilINil TIepioa CIIOCTEPEXKEHHS ITiCIIs
Ipouenypu.
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KoHnycHas pekoHcTpykuua (Cone repair)
TPEeXCTBOpPYATOro KjaanaHa npyM aHoManum
J6wTeiHa: CO6CTBEHHDbIN ONbIT aHATOMUYECKOM
PEKOHCTPYKLUUU

XaHeHoBa B.A., PusHuk A.C., Mewkosa M.C,,
Cementok B.IN., Babnsk O.[., PyneHko H.M.

B craThe mpeacTaBieH OIBIT NPOBEACHUST ONEepalnii KO-
HYCHOI peKOHCTPYKILIMM TPEXCTBOPYATOrO KJlalaHa rmpu aHo-
Majiny DO1TeiiHa. AHaiIu3 16 ycrelrHbIX onepainii mokasail,
YTO B HEITIOCPEACTBEHHOM U OTHAJICHHOM IT0CJICOTIEPALIMOH-
HOM IIepUOJe TaKasi TEXHUKA IO3BOJISIET JOCTUYb XOPOLIMUX
pe3y/IbTaTOB JICUEHUS 32 CYET BOCCTAHOBIICHUSI aHATOMUYEC-
KOi (hOopMBI KJlallaHa, OTKa3a OT MUCIIOJIb30BAHUSI CUHTETH-
YyecKUx MarepuajioB. OgHAKO, YTOObI OLIEHUTh BCE MPEUMY-
11IeCTBa KOHYCHOM PEKOHCTPYKLIMU, HEOOXOIUMO GoJiee M-
TeJbHOE HaOJIoeHNE 3a TTallMEHTaMU C OLIEHKOW COCTOSTHUS
u ¢pyakuuu TK.

Karouesvie caosa: anomanus Dowmeiina, KOHYCHASL PeKOH-
cmpykuus, cunopom WPW.

Cone repair: our experience of anatomical
reconstruction of Ebstein’s anomaly

Khanenova V.A., Riznyk A.S., Meshkova M.S.,
Semeniuk V.P., Babliak O.D., Rudenko N.M.

Thisarticle summarizes the experience of surgical treatment
in patients with Ebstein’s anomaly (Cone repair). Early
echocardiography showed significant reduction of tricuspid
insufficiency. The follow-up showed clinical improvement
in a clinical condition in this patients, low incidence of
reoperations, and no need for tricuspid valve replacement.
Further studies and longer follow-up are required to evaluate
the behavior of the tricuspid valve and right ventricle after this
procedure.

Key words: Ebstein’s anomaly, Cone repair, WPW syndrome.



