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Pe3some

B pabote npeacTtaBneHO OMUCaHWE KAMHWMYECKOro C/yyas ABYCTBOPYATOro aopTafbHOTO KAamaHa Yy MyXUYMHbl CpeaHux JeT.
BporKAeHHbIN NOPOK cepaua AONTOe BpeMsa 0CTaBanca 6ecCMMNTOMHbIM.

KnioueBble cnoBa: AByCTBOPYATbIN aOPTa/IbHbIN KNanaH

Abstract

The article describes the clinical case of bicuspid aortic valve. The congenital heart defect was asymptomatic for a long time.

Keywords: bicuspid aortic valve

BeepeHue

[BycTBOPYATLIN A0PTa/bHbIN KnanaH ABnseTcA Havbosee pPacnpoOCTPaHEHHbIM BPOXAEHHbIM MOPOKOM cepaua. [lonro octaBaachb
6€CCMMNTOMHbBIM, OH CO BpPEMEHEM MOXKET OC/NOMHUTLCA PasBUTMEM QAOPTa/bHOTO CTEHO3a WAW A0oPTa/NbHOM HeZOoCTaTOMHOCTW.
[BycTBOpYaTbLIN aopTa/ibHbIM KNanaH TaKKe accouMMpyeTcA C aHEeBPM3MOM aopTbl M €ee paccNoeHuem. Y4UuTbiBas BbICOKYHO
PacnpoCTPaHEHHOCTb AAHHOFO MOPOKA M CEPbe3HOCTb OC/IOKHEHWW, CYMTAETCA, YTO OH ABAAETCA NPWYMHON 6osblero KosauuyecTsa
cMepTel, YeM BCe OCTa/IbHble BPOXKAEHHbIE MOPOKK cepaLa BMecTe B3aTble [1].

OnucaHue KAUHUYEeCKo20 cayvas

BonbHolt A. 51 roga noctynua 04 mapta 2019 r. ¢ )kanobamu Ha oApIWKY C 3aTPYAHEHHbIM BAOXOM M BbIAOXOM NpU Noabéme Ha 4 3Tax;
rONIOBOKPYKEHUE MpPU Nepexose B BEPTUKANbHOE MONOXKEHUE Tena; NPUCTYNbl yYaLLeHHOro cepaLebuneHmns, BO3HUKatoWwmMe B NONOKEHUN
Néxa, ANALMEeCca HECKO/IbKO CEKYHA, KYNMMPYHOLMeCca CaMOCTOATENbHO.

CumnTaeT cebs 60/bHbIM B TeYeHWe nosiyTopa neT (¢ Bo3pacta 49 neT), Korga Bnepsble CTano 6ecnokouTb ronoBoKpyKeHue. C mapTa
2018 r. npu ¢un3nYecKon HarpysKe BO3HMKAET OApllliKa. B TeueHWe nonyrosa HEOAHOKPATHO GMKCMPOBAIOCh NOBbILEHWE apTepPUanbHOro
pasneHua go 140 n 90 mm. pT. cT. C ceHTAbpa 2018 r. ann30ANYECKN B NMOKOE BO3HWMKAKOT MPUCTYMNbl yYyaleHHoro cepauebuenus. Mpu
obcnefoBaHUM B MOMMKAMHUKE MO MECTY KWUTENbCTBA BbIABAEH BPOMKAEHHbIN MOPOK cepaua: [ABYCTBOPYATbIA aoOpPTaNbHbIA KAanaH.
HanpasieH B KapAMOIOTMYECKMI CTaLMOHaP.

M3 aHaMHe3a }XM3HWM U3BECTHO, YTO MaLMEHT CNYXKUA B apMUU, XOPOLLO CNPaBAAACA C GUINYECKMMM Harpy3Kamu, Ha AaHHbIA MOMEHT
paboTaeT cnecapem Ha 3aBoAe, paHee Kypwua. B fetctee 6bln YacTble aHTUHbI. M3 nepeHeceHHbIX onepaumii oTMeYaeT TOH3UAIKTOMUIO B
Bo3pacte 12 ner.

Mpu ocmoTpe obpalano Ha cebAa BHMMaHWe acTeHMYeckoe TenocnoxeHue. MNpu nanbnauumn BbICOKWUM, YCUNEHHbIN, PE3UCTEHTHBIN,
KynonoobpasHblii BepxyLleyHbli TONYOK onpeaenanca B 5 mexpebepbe Ha 1 CM KHapy»Ku OT NI€BOM CPEeSHEKNOUMYHON NnHUK. Mpu
NnepKyccMn neBas rpaHuLa OTHOCUTENbHOM cepaeyHoM TynocTu 6blia cmelleHa BJEBO, COBMafasa C BepxyweyHbiM ToAYKom. [Mpu
aYCKyNbTaLMM TOHbI cepaua bblaM pUTMUYHBIMM, YACTOTa CEPAEUYHbIX COKPALLEHUI 72 B MUHYTY. Ha BepxyLlKe nepsblit TOH 6bl1 HEMHOTO
ocnabneH, HO rpomye BTOPOro ToHa. Haz aopToi BTopoi ToH 6bin ocnabneH, BbicAywmnBanca rpybbiii CUCTONIMYECKUIA LWYM, MPOBOAALLMICA
Ha coCybl LWen U BCHO NpeKkapananbHyto obnacte. AptepuanbHoe gasneHue coctasnano 140 n 80 mm pt cT. MNynbc nyyeBon apTepun bbin
O MHAKOBbIM Ha 06eMX PyKax, PUTMUYHbBIM C YacTOTOM 72 B MUHYTY.

N3meHeHnit B 0bwem n broxmmmuyeckom aHanmsax Kposu ot 05.03.2019 BbiaBneHO He bbinio.

Mpw anekTpoKkapamnorpadpum ot 4 mapta 2019 roga (puc. 1) perncTprpoBanca CUHYCOBbIM PUTM C YacTOTOM 72 B MUHYTY. DNeKTpUyecKan
OCb cepALa pacrnonaranacb ropm3oHTasbHo. Onpeaenanucb NPU3HaKM yBeIMYEHNA 1I€BOro Npeacepams.

Mpu xontepoBckom moHUTOpupoBaHMM KM oT 11 mapTta 2019 r., npofo/KaBWEMCA B TeyeHWe 23 4acoB, SOMWHUPYIOLWUA PUTM
CUHYyCcOBbIN. CpefHAA YacToTa CepAeyHbIX COKpaleHWi cocTasuna 54 B MUHYTY. Bbla 3aperncTpupoBaH MApPOKCU3M KenyAo4YKOoBOM
TaxMKapAmu u3 5 cokpalyeHuii ¢ yacToTol 129 B MUHYTY, 24 OAMHOYHbIE KeNyA0YKOBbIe IKCTPACUCTONbI. HaaKeNnya0uKoBan IKToNMYecKan
AKTUBHOCTb COCTOAMA M3 288 COKpaLLEeHW, U3 KOTOpbIX 12 npeacepAHbIX Fpynn NPOAOAKUTENBHOCTBIO OT 3 A0 8 COKpaLLeHUl ¢ YacToTol
oT 105 pgo 129 B MuHyTy, 12 3nnM3040B MAPHOW NpeacepAHOM 3KCTPACMCTONMM, B TOM uyucne ¢ abeppaumeint BHYTPUNKENYAOYKOBOM
nposoammocTy, 201 oanHoYHaA NpeacepaHasn aKCTpPacucTona. MarHocTMYeckn 3HaYMMon AMHAMUKKN cermeHTa ST He bbino.

Ha peHTreHorpammax OpraHoB rpygHOW KAETKM C KOHTPACcTMPOBAHHbIM nuwesoaom oT 5 mapta 2019 roga (puc. 2) BbifSBAANUCH
NPU3HaKKU paclIMpPeHUn BOCXOAALLEro OTAENa aopTbl, HE3HAYMTENbHOTO YBEAMYEHUA NEBOTO Keny[ouKa, NPaBOCTOPOHHWIA CKOMO3
rPyAHOro otAesia N0o3BOHOYHMKA.
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PucyHoK 1. dneKTpokapauorpamma ot 4 mapra 2019 r.

PUCYHOK 2. PeHTreHorpamMmmbl OPraHoB rPyAHON KNeTKU C KOHTPACTMPOBaHHbIM NULEBOAOM 5 MapTa 2019 r.: cneBa — NnpAMan NPoeKLuus; cnpasa —
BTOpas (neBas) Kocasa npoekuua

Mpu axokapauorpadumn ot 5 maprta 2019 roga (puc. 3) BM3yanusMpoBasncs ABYCTBOPYATbIM aOPTanbHbI KAanaH, MHOXECTBEHHbIE
Ka/ibLMHaTbl B OCHOBAaHMWM W AWCTaNIbHbIX YacTAX CTBOPOK. BblABAANacb aopTasbHasa peryprutaums Hebonblias; aopTasbHbli CTEHO3,
cTeneHb OOCTPYKUUM TAKENAA, MAaKCUMANbHBIN TPagneHT 79 Mm pT CT, CPpeaHui rpagueHT 46-50 MM pT CT, HE3HAUMTENbHOE pacluMpeHne
KOpHA aopTbl (AnameTp 4,2 cm). OTMEYaNoch BbipaxKeHHOe pacluMpeHne BoCXoaallen 4acti aopTbl (anametp 4,6-4,8 cm), He3HauUTeIbHaA
NeroyHas rmnepTeH3nA: CUCTONIMYECKOe AaB/ieHWe NeroyHon aptepum 36 mm pT cT. Onpegenanacb Hebonbwaa runeptpodua nesoro
eNyAouKa: MHAEKC Maccbl MMoKapaa 107 r/m2, Hebonbluoe yBenndeHne NeBoro npeacepams (KOHeuHbll cuctonndeckunii obbem 74 mn).
dpakums BbIbpOCa N1EBOrO XKesyAo4Ka cocTasnnna 66 %. PernctpmpoBanca NceBLoHOPMabHbIN TUM TPAHCMUTPAsIbHOTO KPOBOTOKa.

Mpw KopoHaporpadum ot 06 mapTta 2019 r. BbISBNEH CTEHO3 NPABON KOPOHAPHOM apTePUM BO BTOPOM cermeHTe Ao 80%.

MauneHTy 6b11 YCTaHOBAEH ANArHO3:

BpoAeHHbI NOPOK cepaLa: ABYCTBOPYATbIN aopTasbHbI KnanaH. KoOMBMHMPOBaHHbIN aOPTaNbHbIN NOPOK: aopTasbHbIN cTeHo3 III-IV
cTeneHun. AopTasibHasa HefoCTaTOYHOCTD | cTeneHn. ApTepuansHas runepteHsusa Il ctagum puck 4.

OcnoXKHEHUA: XpOHUYECKasn cepAeyHan HeoCTaToMHOCTb |l a cTaamm, GyHKLMOHANbHBIW Knacc 2.

Bblno HazHaueHo neyeHwue: auekapaon 100 mr 1 pas B AeHb Be4epom, Ko3aap 50 mr 1 pas B feHb yTpom, buconpon 2,5 mr 1 pas B AeHb
BEYEpPOM.

KoHCMIMymMOM Kapavoxvpypros naumeHTy 6b110 peKoMeHA0BaHO NMPOTE3MPOBAHME Aa0PTaNIbHOTO KNanaHa.
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e—' Aortic Valve:

PucyHoK 3. 9xokapauorpadpua 5 mapta 2019 r.: a — napacTepHasbHaA NO3ULMUA, KOPOTKAA OCb HAa YPOBHE KOHLLOB CTBOPOK aOPTaNbHOrO K/ianaHa; 6 —
napacrtepHasibHasA No3uLMA, A/IMHHAA OCb 1€BOTO KEeNYAOUYKa; B — anNUKaZibHaA NATUKaMepHaa NO3ULMA; I — napacTepHanbHaA NO3ULMA, AJIMHHAA OCb
NIeBOroO XKeNyAo04Ka C OTKNIOHEHMEM HA BOCXOAALLYIO aOpTy

Ob6cykaeHue

YacToTa BCTpeYaemMoCTM ABYCTBOPYATOrO aoPTa/IbHOrO KnanaHa coctasnset ot 0,6% £0 2% [1]. Y my»KunH 3aboneBaHne BCcTpeyaeTcs B 3
pasa Yale, YEM Y KEeHLMH.

YacToTa BbIfiBIeHUA NAaTONOMMN Y POACTBEHHUKOB 60/1IbHOrO NepBol CTeneHn poacTea coctasnseTt 9% [2]. B nocneaHue roabl B3rnsaabl
Ha 3Ty NaTONOTNI0 CYLLECTBEHHO W3MEHW/NCb, U CerogHs, roBops O [AaHHOM MOPOKe, MoApPa3yMeBalOT BajBYy/l0- M aopTonaTuio
HAacNeACTBEHHOTO reHe3a, OOYC/NOBNEHHYHO MOJEKYNAPHBIMM U TUCTOIOTUYECKUMU  U3MEHEHUAMM COEOMHUTENbHOW TKaHu [3].
FeHeTUYecKMe mexaHu3mbl, NpMBoAALLME K GOPMUPOBAHMIO A4,BYCTBOPYATOrO aOPTa/IbHOTO KaanaHa, U3yYyeHbl HegocTaTouHo. B HacToAwee
Bpema NOTCH1 ocTaeTca eQUHCTBEHHbIM MOATBEP)KAEHHbIM FeHOM-KaHAWAATOM, Ha/iMuMe MyTauuu B KOTOPOM acCoLMMpPYyeTcs Kak C
cemMelHbIMU, TaK U CO CMOPaANYECKMMM C/Ty4asiMM [BYCTBOPYATOro aopTa/ibHOrO K/lanaHa C COMyTCTBYIOLLEN aHEBPU3MOW rpyAHON aopTbl
[4].

KAMHWYeCcKas KapTMHa y NauMeHTOB C ABYCTBOPYATbIM aopPTasibHbIM KAanaHOM MOMKET BapbMpOBaTb OT BblPaXKEHHbIX MPOABIEHWUN
HapyweHusa GYHKUMIA KnanaHa B M1afeHYeCcKoOM BO3pacTe 40 MOJIHOMO MX OTCYTCTBMA Y MOXWUAbIX Ntogein [1]. Mpu HanMumMm aopTanbHOro
CTeHO03a WM aopTasibHOW HeAoCTaTOYHOCTM BONbHbIX BECNOKOAT rofoBHble 6011, 0BMOPOKU, FOIOBOKPYKEHME KaK Yy HalLero nauuneHTa.
KnuHuyeckne npoasaeHns mMoryT 6biTb TaKxKe 00yC/IOB/IEHbI pacUMPEHNEM BOCXOAALLEN YAaCcTU aopTbl (aopTonaTma), KoapKTauuen aopThbl,
pa3BUTUEM UHPEKLMOHHOIO 3HAOKapauTa [2].

O6HapyXuTb NpPU3HAKM AOBYCTBOPYATOro aopTa/sbHOrO K/AamaHa MOXHO Npu  ayckynbTauuu. Y 6OAbHbIX C HOPMasbHO
OYHKUMOHUPYIOLWMM ABYCTBOPYATHIM aopTaibHbIM K/anaHOM BbIC/YLUMBAETCA CUCTOIMYECKUIA LIYM M3THAHMA Ha BepxyllKe cepaua v B
NPoeKunn aopTbl. Y geter npemmyliecTBeHHo 7-11 neT moryT onpeaensTbCA aopTa/ibHble CUCTONMYECKME LUEeNYKU BO 2 Mexpebepbe
cnpasa oT rpyauHbl [5]. Mpy aopTanbHOM peryprutaumu CblleH AUMACTO/IMYECKUMIA WYM HaZ aopToM M B TOYKe BOTKMHa, a Npu Hannuum
A0pPTaNIbHOrO CTEHO3a (KaK Y Hawero 601bHOro) rpybbIi CUCTONMYECKUIA WYM Hag, a0PTOM, NPOBOAALLMIACA HA COCYAbI LLEN.

dneKTpoKapanorpamma 06bI4HO HOPMA/IbHA, OAHAKO MOTYT BbITb MPU3HAKK IMNEPTPOdUM NEBOTO Kenyaouka. ONnnoTom AMarHOCTUKM
ABNAETCA aXxoKapanorpadus [6].

B HacToslee Bpemsa y AeTeil C ABYCTBOPYATbIM aOpPTa/ibHbIM KJAanaHOM MPU ero CTeHO3e MOTYT BbIMOJIHATLCA CAedylolne Buabl
onepaTMBHbIX BMELLATENbCTB: 6aNIOHHAA BabBY/10MIACTUKA, NPOTE3MPOBAHUE KAanaHa MeXaHUYeCKMMMN U BMONOrMYEeCKMMM NPOTE3aMM,
onepauma Pocca M peKOHCTPYKTUBHO-MNIACTUYECKME onepaLmMm Ha aopTaibHOM KnanaHe [7].

Mo paHHbIM MeTpyweHko . 0. n coaBTOPOB YyAOBAETBOPUTE/IbHbIE pPe3ynbTaTbl JIeYEeHUA KPUTMYECKOro aopTasbHOrO CTeHo3a Yy
HOBOPOXKAEHHbIX U OEeTel MepBbiX MECALEB KM3HU OblM NpeacTaB/ieHbl Kak NPy BbiNOJHEHWM 6aNNOHHOM Ba/fbBYNOMNAACTUKM, TaK U
OTKPbLITOW PEKOHCTPYKTUBHO-NNACTUYECKOM Onepaunn Ha KnanaHe. Obe npoueaypbl NaainaTUBHbIE: PAaHO WUAM MO3AHO NaUMeHT byaer
BHOBb HY)KAATbCA B XMPYPrMYECKOM Jie4eHMM, TaK Kak nocne 6annoHHOW BaNBYNOMNNACTMKM pa3BMBAETCA HELOCTaTOYHOCTb K/anaHa, a
rnocne OTKPbLITOM NAACTUKM MMEEeTCcAa PUCK pa3BuTMA pecTeHosa [7]. MpoTesnpoBaHWe aopTasbHOrO KnanaHa NpoBOAWUTCA Yy AeTeil u
NOAPOCTKOB, Y KOTOPbIX BbINOJIHEHHAA paHee 6aN/NIOHHAA Ba/fBYNONAACTMKA NpMBENa K aopTasbHOW HeAoCTaTouyHOCTM. Onepaums
BbINOJIHAETCA B Nepuoa, Korga 3aBepluaeTcs pocT aopTsl [5]. Xvpypruyeckoe neyeHue ABYXCTBOPYATOro aopTa/ibHOrO MOPOKa cepaua y
B3POC/IbIX B TAKTUYECKOM MNJ1aHe 0CODObIX AMCKYCCUI HE BbI3bIBAET: B OT/INUME OT AETel, BONPOC O TAaKTUKE U METOAMKE OMnepauun peluaeTca
3HayMTeNbHO Npolie — abCcoNtoTHOE HONbLIMHCTBO MALMEHTOB HYXAAETCA B NPOTE3MPOBAHUKM aopTanbHOro KnanaHa [3]. MaumeHTsb! C
60NbWMMKN pPa3Mepammn aopTbl UMEIOT CyLLECTBEHHbIM PUCK CMEPTHOCTM B TeyeHwe 5 neT BCneacTBME ee PacCNOeHWa WAM pPaspbiBa,
0COBEHHO KOrga guameTtp aopTbl gocturaer 6 cm [8]. Mpu ABYCTBOPYATOM aopTa/sibHOM KAamnaHe XMpypryyeckoe BMeLIaTeNbCTBO Ha
BOCXOAALLEN a0OpTe MOKA3aHO B C/Iy4Yae: PacLUMPEHNA KOPHS MW BOCXOAALLEN a0pTbl >55 MM; pacluMpeHus KOpHA UM BOCXOAALLEN aopTbl
>50 MM M Hanuuum Apyrux GakTOpPOB PUCKA; PaCUMPEHUA KOPHA MAM BOCXOAAWeN aopTbl >45 Mm npu NaaHUpyemon onepauuu
npoTe3anpoBaHMA a0PTaNbHOIO KaanaHa. Mpu NJAaHOBOM NPOTE3MPOBAHUM BOCXOAALLEN a0PTbl (B TOM YMCIEe KOPHA aopTbl) XMpypruyeckas
netanbHoOCTb Konebnetca ot 1,6-4,8% [9].

M3BecTHO, 4TO Y 60/bHbIX C cuHApomom MapdaHa B-610KaTopbl M/MAM No3apTaH MOryT 3aMeaNAaTb AUAATaLMIO KOPHA aopTbl U
CHUXaTb PUCK aO0pPTa/ibHbIX OCI'IO)KHeHI/IVI. Mo aHanoruu, OﬁLlJ,eI'IpMHFITOVI KI'IMHVILIECKOVI I'IpaKTVIKOI7I ABNAETCA pPEeKoOMeHO0BaTb 3TU
npenapatbl NaLMeHTamM C ABYCTBOPYATHIM aOPTa/ibHbIM KNanaHOM M pacluMpeHneM KOPHA UAM BOCXOAALLEro oTaena aoptbl [10]. Moatomy
Halwemy 60/1bHOMY HaszHa4yeH 6MCoNpPoIoa M Ko3aap.

© bronneteHb MegULMHCKUX UHTepHeT-KoHdpepeHuuit, 2019 www.medconfer.com



Bulletin of Medical Internet Conferences (ISSN 2224-6150)
406 2019. Volume 9. Issue 9

Mpwn HanMumMm ABYCTBOPYATOrO aOPTA/IbHOIO KanaHa, Kak U Npu Apyrnx NopoKax cepAaua npu BbIMONHEHUN NHBA3MBHbIX MeANLNHCKUX
BMELLATe/IbCTB, CONPOBOXAAtoWmMXca bakTepuemmnein, HeO6X0AMMO HasHayeHWe aHTUBUMOTUKOB ANA NpeaynpexneHus UHPEKLMOHHOro
3HAOKapAauTa.

MporHo3 npu ABYCTBOPYATOM AaOPTa/ibHOM K/aanaHe B Lenom 6naronpuaTHbli. OgHako 6onee NONOBMHBI BCEX MALMEHTOB B MUPE,
KOTOpPbIM TpebyeTca NpoTe3MpoBaHME AOPTANbHOIO KnanaHa — 3TO MALUMEeHTbl C AaHHbIM Nopokom cepaua [5]. Mo aaHHbim Nenex 4. M.,
NpoaHaNM3NPOBABLLErO UCXOAbI XMPYPrMYECKOro NedeHns H60/bHbIX aopTasibHbIM CTEHO30M, B TOM Yucae y 60NbHbIX ¢ BUKycnuaanbHoM
Ba/NbBy/0NaTUeEl, NPOTE3MPOBAHME QAOPTANIbHOrO KjamaHa MNPMBOAUT K XOPOLUIMM HEMOCPEACTBEHHbIM M OTAANIEHHbIM pe3y/ibTaTaMm:
YMEHbLUEHWNIO Pa3MepPOB NIEBbIX KAMEP CEPALLA, CHUXKEHUIO BbIPAXKEHHOCTU rMnepTpodUM MUOKapAa, YNyYLLEHMIO COKPATUMOCTU MUOKapaa
NeBOTO KeNyZo4vKa U, cefoBaTesibHO, CaMoYyBCTBUA 60/IbHbIX. BOMBLWMHCTBO NauMeHToB nepexoauT B 1 — 2 GyHKUMOHANbHBIA KAacc no
NYHA. MNocne onepauyn BO3MOMKHO Pa3BUTME OCTPbIX HAPYLWEHMIA MO3rOBOrO KpPOBOOOLpalleHMsA, Tpomb0o3a npoTesa, UHPEKLUMOHHOTO
3HA0KapAMTa. JleTaNbHOCTbL B paHHEM nocieonepaumoHHoOM nepuoge coctasnneT ot 9,3 go 12,3 % [11].

3aknoyeHune

[BycTBOpYaTLI aOpTa/ibHbIA KanaH 3TO PacnpoCTPaHeHHbI NOPOK cepala, HainymMe KOToporo npeapacnosiaraeT K BOSHUKHOBEHUIO
TAME/bIX OC/NOXHEHUM. 3aboneBaHME MOMKET [OJIF0 KAMHUYECKM He MposaBaaTbcA. [na npefoTBPaALLEHUs PasBUTUA OC/IONKHEHWUN
HeobxoAMMO CBOEBpPEMEHHOE BbifB/IeHWE [aHHOro MopoKa cepaua, TwaTtenbHoe HabnwogeHve 3a 60/bHbIM ANA CBOEBPEMEHHOro
onpeaeneHns NokasaHui K onepaTMBHOMY JIeYEHMIO.
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