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Pesiome

OTKNOHEHVA B Pa3BUTUUN OpraHa B SMOPMOHasbHbIN Neprog NpUBOAAT K NMOABIEHNIO MO-
POKOB W/ aHOManui y yesioeka. Nopoku ceppua, Kak Npasusio, B paHHWe WA No3gHne
CPOKMU >KN3HW CONPOBOXKAAOTCA GYHKLMOHANIbHBIMM WS CTPYKTYPHbBIMY NaTONOrMYeCcku-
MW paccTporcTBaMu, 0OYCNIOBNNBAKLWNMY Pa3BUTE OCIIOKHEHUI (perypruTtauums, cte-
HO3, apUTMIMK cepaLa, MHPEKLNOHHbBIV SHAOKAPAUT, BHe3anHasa cepaeyHas cMepTb, cep-
[leYHas HefoCTaTOYHOCTb). AHOManVM MOryT NpPoTeKaTb ANMTENbHO 6eCcCUMNTOMHO KUnn
MasioCMMMTOMHO, He BNIMAA Ha KauecTBO U MPOrHO3 XM3HU. BmecTe ¢ Tem Tonorpadus,
CTeneHb CTPYKTYPHbIX HapyLLeHWI, HebnaronprAaTHOe BO3eNCTBME BHELIHUX U BHYTPEH-
HUX GaKTOPOB OBYCNIOBNANBAIOT PA3BUTNE CEPbE3HBIX OCTOKHEHUN. AHOMANMM NonynyH-
HbIX KnamnaHoB cepAua — aopTbl U IEFOYHOrO CTBOMA, BCTPEYAKOTCA He YacTo, B TeUeHue
XKM3HU YerioBeKa MOryT NpoTeKaTb 6eCCMNTOMHO UKW, HauMHasA C POXKAeHNA, CONpPOoBO-
XKIOQATCA 3HAUMTENBHBIMU HapyLeHUAMU GYHKLMK, TPeOYOLWUMI XUPYPrYecKkoro ne-
yeHuA. K yacTblM aHOManuAM NoJyyHHbIX KNlanaHOB OTHOCATCA U3MEHEHUA KonnyecTsa
3aC/IOHOK, deHecTpaLmm, paccMaTprBaeMble B HacToslwel nyonukauum. [marHoctuka
aHOManuWi NOMYNYHHbIX KnanaHoB cepAla NPOBOAUTCA BU3YanusnpyowmMy metogamu
NCCNefoBaHUsA, NX BbIABIEHNE 3aBUCUT OT KIIMHUYECKOrO TeUeHNA U Hannuma OCNoXHe-
HUI. HeKoTopble aHOManuu obHapyXMBatoT B IeTCKOM BO3pacTe, y B3POC/bIX fitogen npu
MasioCMMMNTOMHOM TeUYEeHUW BbIABMAIOT CyyaliHO Npy 06CcnefoBaHMKM No NoBogy Apyron
naTosiorMmn cepaeyHo-CoOCyANCTON CUCTEMbI, XUPYPIMYECKOM BMeLLATEeNbCTBE Ha cepaLe
U1 ayToncmm. 3HaHre 06 aHOManNUAX NONyNyHHbIX KNanaHoB cepfiLia MOMOXeT CBOeBpe-
MEHHOMY Pacro3HaBaHUIo 1 BbIGOPY HEOOXOAMMOro MeToAa fieueHns Ana NpodrnakTuky
OCJIOXKHEHWI W YNyYLLEHWA NPOrHO3a »KU3HMU.

KnioueBble cnoBa: aHOManuu cepfua, KnanaH aopTbl, K/anaH JIeroYHOro CTBofa, pac-
NPOCTPaHEHHOCTb, AMArHOCTUKA, OCNOXKHEHUA
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Abstract

Deviations in embryonic development lead to defects or abnormalities in humans.
Heart defects, as a rule, in early or late stages of life are accompanied by functional or
structural pathological disorders leading to complications (regurgitation, stenosis, cardiac
arrhythmia, infective endocarditis, sudden cardiac death, and heart failure). Abnormalities
can be asymptomatic or minimally symptomatic for a long time, without affecting the
quality and prognosis of life. At the same time, the topography and degrees of structural
disorders, as well as adverse effects due to external and internal factors determine the
emergence of serious complications. Abnormalities of the semilunar valves of the heart (the
aorta and pulmonary trunk), are uncommon; during a lifetime they can be asymptomatic
or, starting from the birth, are accompanied by significant dysfunction requiring surgical
treatment. Common anomalies of the semilunar valves include changes in the number
of flaps, and fenestrations, discussed in this publication. The diagnosis of anomalies of
the semilunar valves of the heart is carried out by visualization methods; their detection
depends on both clinical course and presence of complications. Some anomalies are
detected in childhood, while in adults with a low-symptom course they are detected
accidentally during examination for other pathologies of the cardiovascular system, in
cardiac surgery or autopsy. The awareness of the semilunar heart valve abnormalities will
contribute to timely recognizing and selecting appropriate treatment methods to prevent
complications and improve life prognosis.

Keywords: heart anomalies, aortic valve, pulmonary valve, prevalence, diagnostics,
complications

B BBEJAEHWE

Bo Bcem mupe oTmeyvaeTcs pocT 6onesHeit, 00yCNIOBIEHHbIX NOPaXKeHMEM KNnanaHoB
ceppua. PeBmatnueckas 6onesHb ceppua, AereHepaTtuBHble 3aboneBaHVA KnanaHoB
cepaua, UHGEKUMOHHbBIN SHAOKAPAMT CNOCOOCTBYIOT CHVMEHMIO KauecTBa XU3HU U npe-
KOeBpeMeHHoW cMepTu Ntoaen. Hepeako passuTre 3aboneBaHnin cepala BO3HMKAET Ha
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boHe nmeroLWnXCA BPOXKAEHHbIX aHOManuii KnanaHoB. [1py MHOTMX aHOManusAx nonynyH-
HbIX KSlanaHoB MOABMATCA HEJOCTAaTOYHOCTb WM CTEHO3 1 Pa3BMUBAIOTCA OCIOKHEHMA
B BM[e yBeNMUYeHUA pa3MepoB cephLa, cepaeyHon HeloCTaTOUHOCTH, MHOEKLMOHHOro
3HAOKapauTa. Bbicokas cTeneHb BblpaXKeHHOCTW HapyLleHWUiA KpoBoobpalleHus BavsaeT
Ha CKOPOCTb NOABMIEHNA NAaTONOMMYEeCKUX CUMNTOMOB, KOTOPble ONPeAenatoT Npu poxae-
HUW pebeHKa, U B 3TOM CJlyyae aHOManum pacrno3HatoT B Nepuros HOBOPOXKAEHHOCTY UK
LeTCKOM BO3pacTe. BmecTe ¢ Tem ManocMMNTOMHO NpoTeKaloLne aHoManm obHapyxu-
BalOT CNyyaliHO Y B3POC/bIX Nltofei npu obcnefoBaHUM No NOBOAY APYroro 3abonesBaHus
cepdua, Npuv BbINOMHEHWW KapAMOXMPYPrMyecKoro BMellaTenbCcTBa Wan npu ayToncuu.
CoBepLUeHCTBOBaHME METOAO0B ANArHOCTUKN, MPUMEHEHNE NPYMKU3HEHHbIX BU3yann3un-
pyloLmx CTPYKTYpbl cepaua axokapguorpadum (3xoKr), komnbioTepHow Tomorpadum
(KT), marHuTHO-pe3oHaHcHon Tomorpadum (MPT) no3sonaioT oOHapyXWTb aHOManmu
cepaua Ao NoABNEHNA OCNOKHEHWI.

MNMockonbKy YacToTa OOHapyXeHVA aHOManuii 3aBUCUT OT NMPUMEHAEMbIX METOAOB
LAVNArHOCTUKM Y X BO3MOXXHOCTEN, pacnpOCTPaHEHHOCTb aHOManun Npu NPUKM3HEHHOM
nccneaoBaHMmM 1 ayToNCUmy pasfnyHas.

[na nyywero NoOHVMaHWA Pa3BUTA aHOManNWi NOYNYHHbIX KNanaHoB cepAaLa Heob-
XOAMMO MOMHWTb aHaTOMUIO 1 SMOproreHes cepaua.

AopTanbHbIli KNanaH v KfnanaH JIero4yHoro CTBoJ1a Ha3blBatoT MNONYNyHHbIMY MO dopme
MecTa NPUKpPenieHNA OCHOBaHMA 3aCNOHOK. [1py HOpManbHOM Pa3BUTUN cepALa y Kax-
[,0r0 13 KnanaHoB ONpeAensAtoT No TPY 3aC/IOHKN, T. €. OHM OTHOCATCA K TPEXCTBOPYATbHIM.
«3aCNoHKM» KnanaHa ABNAITCA PeKOMeHAOBAaHHbIM aHaTOMUYECKUM TEPMUHOM, NpUMe-
HAEMbIM HapAgy C TEPMUHOM «CTBOPKM» KnanaHa. [Ina xapakTepucTuKy KonmnyecTsa 3a-
CNIOHOK WX CTBOPOK MOMYSYHHbIX KManaHOB NPUMEHAIOT TEPMUHbI «TPEXCTBOPUATbINY,
«[IByCTBOPUATbI», KOAHOCTBOPYATBIN» U «4eTblpexcTBopuathbiiy» [1]. B da3y cuctonbl xe-
NYAOYKOB U3-3a rpajneHTa AaBneHna OTKPbIBAKOTCA 3aC/OHKM KnanaHoB, NPUXMMaAChb
K CTeHKe cocyfa MOTOKOM KPOBW, M KPOBb M3 NEBOrO »eflyAoyka nonagaeTt B aopTy, 13
NpaBoro — B SIeroyHbln CTBOJ. BO BpemA AmnacTonbl »enyaoykoB 3ac/IOHKM CMbIKAloTCA,
npepynpexaasa 06paTHbIN TOK KPOBU — 13 a0PTbl UV JIEFOYHOrO CTBOMA B JIEBLIN UK Npa-
BbIli Xenygouek cepgua. CornacHo COBpeMeHHbIM NpeAcTaBAeHUAM O CTPYKTYpe U GyHK-
U1K cepaua aopTanbHbIN KnanaH pacCMaTpUBalOT Kak KOMMOHEHT KOPHA aopTbl, KanaH
NeroYyHoro CTBOJIa — Kak KOMMNOHEHT KOPHA fIeroyHoro cteona [2].

AopTanbHbI KnanaH OTHOCUTCA K KOPHIO aopTbl, KOTOPbIV ABAAETCA NPOAOIKEHNEM
BbIXOHOIO TpaKTa /IeBOro »enyAouka. AHaTOMUYECKN KOPeHb aopTbl NpefcTaBnAeT Cco-
6OV CNOXHYI0 TPEXMEPHYIO CTPYKTYPY AnunHoli 2,0-3,0 cM, NoaAep KMBatoLLYyl0 CTBOPKM
aopTanbHOro KnanaHa, TAHYLLYICA OT BUPTYanbHOro 6asanbHOro Konbla [0 AUCTaNbHO
pacrnonoeHHOro CMHOTYBYNAPHOro coeAnHeHKs. B coctaBe KOpHA aopTbl paccmaTpurBa-
0T @0PTasibHbIN KNanaH ¢ TpemsA 3ac/IOHKamMu C NOAAEPKNBAOLMMM NX CUHYCamK Banb-
canbBbl U Nasyxamu, pa3fefieHHbIMU MeX3aC/OHOUYHbIMY TPeyrofibHUKaMu, CUHOTYOY-
NAPHOe CoeAuHeHre N KOMUCCYpPbl. HUXKHAA YacTb 3aC/IOHOK HaXOAMTCA Ha YPOBHE BUP-
TyanbHOro 6a3anbHoOro Konbla, BEPXHAA YaCTb AMNCTaNlbHO — Ha YPOBHE CUHOTYOYNAPHOro
coepnHeHua. CMHOTYBynApHOe coefiHeHne, NpeacTaBaaeT cobon NPUNOAHATYIO U YTON-
LEeHHYI0 YacCTb aopTbl, COEAMHAIOLLYIO0 TPU KOMUCCYpPbI. B BepXxHel yactn cnHycos Banb-
CanbBbl Y NPaBOW 1 NEBOWN CTBOPOK PaCMnofIOXeHbl YCTbA KOPOHAPHbIX apTepuit. [Npasasn
1 neBasA aopTalibHble 3aC/IOHKU (KOPOHapHbIEe) YacTUYHO NPUKPennATca K GnbposHon
30He nepefHen CTBOPKM MUTPaNbHOrO KiamnaHa v K MbILeYHOW YacTyh BbIXOQHOrO TpaKTa
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neBoro »kenynouka. OHY ABNAIOTCA CMEXHbIMU CO CTBOJIOM NIErOYHON apTepun. 3agHAn
(HekopoOHapHas) 3acnoHKa MOMHOCTbI0 NpUKpennaeTca K GprbpPo3HON 30He 1 ABNAETCA
yactblo $pnbpo3Horo ckeneta cepaua. MNpukpenneHrie NONYNyHHbIX 3aC/IOHOK K CTEHKe
aopTbl obecrneumBaeT NX CTabUNbHOCTb. HMXKHAA YacTb 3aCOHOK obpa3yeT «BUpPTyanb-
Hoe» 6a3anbHoe KOJbLIO a0pTaNlbHOrO KiarnaHa, pacrnonaratoleecs BHyTPY 1€BOTO Xeny-
[0YKa 1 coeinHALLeecA C NepenoHYaToln YacTbio MeX>Kenyo4uKoBOI neperopoakm [2].

B cepennHe cBOGOAHOrO KpasA KaxKAow CTBOPKMN Ha »eslyoYKOBOI NOBEPXHOCTU Ha-
xopuTca Grbpo3sHbI 6yropok (y3enok ApaHuumsa). Koantauma Tpex y3enkos obecrneyriBaet
MosnHoe LieHTpanbHoe 3aKpbITUe KnanaHa Bo BpeMsA AnacTonbl. Boonb xenygoukosor no-
BEPXHOCTM Ka)AoW 3aCNIOHKM, MeXy CBOGOAHbIM 1 3aKPbIBAIOLLUM KpaeM PacronoKeHbl
cepnoBupaHble 06nacTu, HasbiBaeMble yHynamMu, COMPUKOCHOBEHME KOTOPbIX C COOTBET-
CTBYHOLL MMM 06NaCTAMU COCEAHMX 3aCJZIOHOK B AnacTosly obecneymBaeT HajeXKHOe 3aKpbl-
Tve Knanana [3].

JlerouHblIli CTBOJ UM NErOYHbIV KOPEHb ABNAETCA NPOLOSIKEHEM BbIXOLHOIO TPakK-
Ta NPaBOro eyfouka, NoAAePKMBAIOLEro KfanaH NeroyHoro CTBOMa, OrpaHnyeHHbIN
NPOKCManbHO CaMbiMU HU3KUMK TOYKaMW KPEenjeHUA 3aciOHOK U AUCTaNbHO CMHO-
TyOynAapHbIM coefiHeHVeM. KnanaH IeroyHoro CTBona — TPexcTBOpYaThli, pasfmyatoT
nepefHiolo, IEBYIO 1 NPaBYIO MOMYNYyHHble 3aCNOHKN. KOMMNOHEHTaMM NeroyHoro CTBo-
na asnaTca GrbpPo3HOe KoMbLo, MeCcTo nepexofia apTepranbHOro KOHyCa B JIEFOUHbI
CTBOJ, Y CO6CTBEHHO IErOYHBIN CTBON 0 YPOBHA 61dypKaLmv Ha NeByto 1 NpaByto BETBYU
neroyHom aptepun. HazBaHve 3acnoHOK 0OyC/IOBNEHO TeM, UTO ABE 3aC/OHKM KanaHa
aopTbl, MPUKPENNEHHbIE K MEXXKeNTyLOUKOBOW NeperopogKe, ABMAIOTCA CMEXHbIMU C 3a-
CJ/IOHKaMK NNeroYyHoro CTBOJA, MX Ha3blBalOT COOTBETCTBEHHO MPaBoOWi (CO CMEXHOW npa-
BOW aopTasibHOM 3aC/IOHKOW) 1 JIEBOW (CO CMEXHOW NeBO aOpTanibHOWM 3acioHKoM). Tpe-
Tb10 3aC/IOHKY KJlanaHa JIero4yHoro CTBosa — NepeHHoio, Ha3biBaloT HECMEXHOM. 3aCNOHKM
KnamnaHa TOHbLLUEe MO CPaBHEHUIO C a0PTalibHbIMM, NMPUKPENNATCA K MUMOKapay BOPOHKM
NpaBoro enygouka. Mexay aTpUOBEHTPUKYIAPHBIMU M apTepuanbHbIMU KanaHamu
pacrnonoxeHa BEHTPUKYNoUHGYHANOYNApHaA CKnafka, MPOAOIKEHMEM KOTOPOW ABNA-
eTcA KoMrccypa Mexzay NpaBoW 1 HECMEXHOW 3acIOHKaMK KnamnaHa Iero4yHoro CcTeona.
Komuccypa mexay neBow 1 HeCMeXKHOW 3aCNTOHKON PacnoNioXeHa C3aAun KOHYca, 3aC/IoH-
Ka Tak»e OTCTOWT OT MapreTanbHOl CTEHKM, CMellLeHa bnuke K neperopogke [1, 2]. Ceo-
60Hble KpasA 3aC/IOHOK MepeKpbIBalOTCA Ha HECKOJIbKO MUNIIMMETPOB AnsA obecrneyeHmns
MOMHOrO 3aKpbITUA KNanaHa. Kak 1 Ha 3acfioHKax aopTbl, 06/1aCTb NepeKpbITUA Ha3biBaeT-
CA NYHyNon. B LeHTpanbHOM YacTu IyHynbl HaxoguTca GrBpPO3HOeE YNIOTHEHME — Y3e/l0K
ApaHuusa, 6narofapa KOTOpoMy OTBepCTME KnanaHa 3akpblBaeTca nnotHee. Ha BepxHen
rpaHuue KnamnaHa NeroyHoro CTBosla HaXOAUTCA KapMaH, 06pa3oBaHHbIA 3aC/IOHKON U
npuneratowen apTepuanbHOn CTeHKoM (CHYC BanbcanbBbl).

3acnoHKM KnanaHa Nero4YHoro CTBoJia COCTOAT YAaCTUUYHO M3 MUoKapAa MHOYHANOY-
NtoM (BOPOHKM NPaBOro Xeslyfouka) 1 apTepranbHOM CTeHKN. Ha enygoukoBo CTOpoHe
3aC/IOHKM KnanaHa BbICTNaHbl TOHKUM C/TOEM 3/1aCTUYECKMX BONTOKOH, Ha apTepranbHOM —
$1bpo3HOM TKaHbIO C pa3pacTaHMeM B MecTe npuKpenneHus. CornacHo MHeHWo nccne-
[oBaTenel, B KaxJoM 3ac/IoHKe pa3nnyatoT Grbpo3Hoe «AAPO» C ABYMA KOMMOHEHTaMM —
dnbpPO3HbIM, cofepKallyM NperMyLLecTBEHHO BOIOKHA KonnareHa tina | u lll, onpege-
NALWUM »KeCTKOCTb 3aC/IOHKU, U rybuaTbiM, MpefCcTaBeHHbIM NpoTeornnkaHamu [1, 2].

MecTo npuKpenneHusa 3ac/NOHOK ABNAETCA reMoAvHaMUYeCcKM BEeHTPUKyNoapTe-
puanbHbiM coefuHeHneMm. MNonynyHHaa NMHUA NpuKpenneHna obpasyeT rpaHnuLy nasyx,
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Npvi 3TOM CTEHKM Na3yx AUCTajIbHO COCTOAT U3 apTepuanbHOM CTEHKM, MPOKCUMANbHO 13
MMOKapAa NpaBoro »enyaoyvka. Mexay oCHOBaHMAMM Na3yx PacriofioXeHbl MeX3ac/io-
HOYHble TPEYTroIbHUKNM, ANCTaNbHO Na3syxu obpasytoT CMHOTYOynApHOe coenHEHNe, Me-
Hee Bblpa)KeHHOe MO CPaBHEHWUIO C aOPTON. ToNLMHA 3aC/IOHOK B 30He MpuKpenaeHus
60oblue No cpaBHEHUIO CO CBOGOAHbBIM Kpaem [3].

KneTouyHbIl cocTaB B KnanaHe JIero4YHOro cTBosla MoAobeH KnanaHy aopTbl, 3aC/IOHKM
copepkaT HTepCTMLUManbHble U SHAOTENMANbHbIE KITETKN.

MopmupoBaHMe NoyNyHHbIX KNanaHOB HauMHaeTCA Ha YeTBepTon Hepene bepemeH-
HocTw. MonynyHHble KnanaHbl Pa3BMBalOTCA U3 YeTbipex SHAOTENMNANbHbIX BaSIMIKOB apTe-
pranbHOro CTBOMa B NPOLECCe ero NoaHOro pasfeneHnsa Ha aopTy Y JIEFOYHbIA CTBOJT BO
BpeMA 3HAOTeNMaNbHO-Me3eHXIMaJIbHOro nepexofa Mexay 5- v 8- Hefenamu ¢ yya-
CTMeM KJIETOK HEPBHOrO rpebHs, NpeALwecTBEHHNKOB BTOPUYHOTO cepaua [4]. Mockonb-
Ky BO Bpemsa o6pa3oBaHuA Gonee KpynHble BanvKn AenATCA Ha ABa MEHbLUMX, aopTa U
neroyHas apTepuA NOAyYaloT MO TPU SHAOTENMANbHBIX BaMKa, U3 KOTOPbIX BO3HUKAIOT
NonynyHHble Knanawbl [5].

3ayaTKy aopTasibHOrO U MyJIbMOHANbHOIO KflanaHoB MNpefcTaBieHbl CTPYKTypamu C
BHEKJ/IETOYHbIM MAaTPUKCOM, COAepPKalLyM Me3eHXMMarbHble KNeTKW, NCXOAALLME U3 SH-
pokapga. B pesynbrate nponudepauny BHEKIETOYHOTO MaTpuKca M SHAOTENMaNbHbIX
KneTok GopmMmpyeTca BbICTUAKA MOYNYHHbIX CTBOPOK C Moc/ieayowmnm npeobpasosa-
H/eM B TOHK/Ee COeAVIHUTENIbHOTKaHHble CTPYKTYpbl. [peobpa3oBaHrie NPONCXOANT NOA
BO3AENCTBMEM NOKaJIbHbIX PpaKTOPOB POCTa, FEMOANHAMUYECKOTO BUAHUA, KOTOpble
onpegenaioT Gopmy KNeTok, nponndepauuio n popMmnpoBaHme BOSIOKOH [6].

Takum obpasom, B neprof ambpuoreHesa Ha GopM1POBaHMNE MOJTYSTYHHbIX KilarnaHoB
MOTYT B/IMATb MHOTME GaKTOPbl, Bbi3bIBalOLLVE N3MEHEHME KONTMYECTBa 3aC/IOHOK KJlana-
Ha, NoABJIeHVEe AOMONHUTENbHbIX 06pa30BaHNI UM OTBEPCTUI, PaCLUMPEHNE UITN CYXKe-
HVie KOPHA aopTbl UV NEFOYHOIO CTBOSA.

B AHOMAJIN AOPTAJTIbHOIO KJTAMAHA

M3meHeHnA KonnyecTBa 3aC/IOHOK aopTaNbHOrO KnarnaHa OTHOCATCA K Hanbonee pac-
NPOCTPaHEeHHbIM aHOManuAM cepgua. K KMMHNYeCKUm NposaBAeHNAM, BO3HMKAOLWNM C
POXAEHNA NN B TEUEHWE XKU3HW YenloBeKa C M3MEHEHHbIM KONMYECTBOM 3aCNIOHOK aop-
TaSIbHOrO KflamnaHa, OTHOCATCA aopTasbHbI CTEHO3 WM HeJOCTaTOYHOCTb C pa3BUTUEM
CMMNTOMOB CEPAEUYHON HE[OCTAaTOUYHOCTN.

OpHocTBOpYUaThIV aopTanbHbI KnanaH (OAK) oTHOCKTCA K peKUM aHOManuAM Knana-
Ha aopTbl, BNepBble onucaHHbiM B 1958 . J.E. Edwards [7]. Mo pe3ynbratam IxoKI-nccne-
poBaHuna B3pocnbix OAK BcTpeuaeTca ¢ yactoton 0,02%, y naumMeHToB, oneprupoBaHHbIX
no NOBOAY aoOpPTanbHOro CTEHO3a, — B 4-5% cnyyaes [8, 9].

AHOManua BCTpeyvaeTca NPenmyLLeCTBEHHO Y MY>KUNH, COOTHOLLEHME MY>KUMH U XeH-
wuH—4:1[10]. Jo HacToALero BpeMeH He yCTaHOBJIEH Hac1eACTBEHHbIN XapaKTep aHO-
Manuu 1 He BblAABNIEHO reHeTUYeCcKnX n3meHeHmn [11].

M3BecTHO ABa TMna OAK, dopMupyoLLMXCA C KOMUCCYPOI Unn 6e3 KoMmuccypbl: Tun | —
YHUKOMUCCYpanbHbin, TUM || — akommnccypanbHbii. YHUKOMUCCYPaNbHbIN TUN NpeacTas-
nAeT cobon KnanaH C 3KCLEHTPUYHbBIM LeNeBUAHbIM OTBEPCTMEM U OJHOWN KOMUCCYPOW,
C NpuKpenneHnem K 6G0KOBOW CTEHKe aOPTbl Ha YPOBHE M BblLle KOPOHAPHOrO CUHYCa.
B 3aBMCUMOCTM OT CTENEHU CyeHNA OTBEPCTMA 1 o6beMa peryprutaumny KpoBm naTono-
rmyeckme CMMMTOMbI NOABAAOTCA B MIafeHYeCKOM, AeTCKOM WU B3POCIOM BO3pacTe
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[9, 12]. Komuccypa onpegenseTca B pa3HOM MONOXKEHWUW MeXKAY TpeMaA CMBLINMNCA 3a-
C/IOHKaMK, Hanbosnee pacnpoCTPaHEHHbIM CUMTAIOT 3afjHee PaCMoSIoKeHe MeXay He-
KOPOHapHbIM Y NeBbIM KOPOHAPHbIM CUHYCOM. B mecTe cnmAHMA 3acNIOHOK onpepens-
eTCA WOoB — MeCTO CpalleHUs ABYX 3MOPMOHaNbHbIX BaNIMKOB, NpefcTaBnAlLWmMin cobom
rpebeHb 13 3nacTUYECKMX BOSIOKOH Meammn aopTbl. LLIOB npoTArnBaeTca oT CTeHKM aopThl
BAOJIb a0PTasibHOM MOBEPXHOCTW COeIMHEHMWI 3aCNIOHOK, HO He AocTuraeT cBoOoAHOro
Kpas [7]. KonnuecTBo LWBOB, Kak NpaBuio, He 6onee agyx. MNpu Hannuumn AByX LWBOB aop-
TaslbHbIN KNanaH COXpaHAET AefleHne Ha SIeBYIo, NPaByio Y HEKOPOHAPHYIO 3aC/IOHKM, HO
cpoclumecs, HepasfeneHHble. [onoXeHwve WBa BCerfa HMUXe YCTbA KOPOHaPHbIX apTepui,
a KOMMUCCypa — Ha YPOBHE YCTbA KOPOHaPHbIX apTepui.

B cnyuae akomumccypanbHOro Tvna KianaHa BbiABAAIOT ManeHbKoe KanieBrugHoe oT-
BepCTMe, pacrnonoXeHHoe B LieHTpe. [laTonornyeckme CMMNTOMbl HapyLLeHWIA reMOANHa-
MUKW NOABAAIOTCA C POXKAEHUA pebeHKa B MiaieHUYeCKOM 1y ileTCKoM Bo3pacTe [9].

Ona OAK xapakTepHO orpaHuyeHune ABUXeHNA 3aCSIOHKK, y3Koe, HebosbLioe No no-
Laam OTBePCTME MPUBOAUT K Pa3BUTUIO ObICTPO NPOrpeccrpyoLLero aopTabHOro CTeHo-
3a B paHHeM Bo3pacTe. KnmHnyeckme CMMNTOMbI B BUAE OAbILKW, CTEHOKapAun, FONoBO-
KPYXeHWA, CUHKOMEe He OT/IMYaloTCA OT CUMMATOMOB a0PTasIbHOro CTeHO3a APYromn 3TUoNo-
run. KapTrnHa ycyrybnaeTca B CBA3U C paHHel KanbundurKaLlmei 3aCOHOK, NOBblLLeHneM
UX PUrMOHOCTY 1 NpUcoeanHEHEeM aopTanbHoW peryprutaumu. Mpu dusnkanbHom mc-
cnleloBaHM BbICIYLWIMBAIOT WYM Haj 06nacTbio cepAaLa, XapakTep Wyma (CUCTonmMyecknii
UKW OMACTONNYECKMI) 3aBUCUT OT nNpeobnafaHna CTeHo3a Unn HeJoCTaTOYHOCTU. AKO-
MUWCCYpPanbHbIA TN YaCTO CONPOBOXAAETCA TAXESbIM aOpTaSibHbIM CTEHO30M U NEBOKe-
NYAOYKOBOW HEOCTaTOUYHOCTbIO, KOTOPAas MOABNAETCA B Havase Xn3HU pebeHKa. YHuKo-
MUCCYpanbHbIV TUM NpoTeKkaeT bonee [OOPOKaUeCTBEHHO 13-3a OTHOCUTENIbHO 60sbLIEro
OTBEpPCTMA KNnanaHa no CpaBHEHMUIO C akOMMUCCYPanbHbIM, CO CTabMUNbHOCTbIO FreMoANHa-
MUKK Ao 3penoro Bo3pacTta [13]. MaTtonornyeckne CMMNTOMbI M3-3a CTEHO3a UM Hefo-
CTaTOYHOCTV aOPTbl NOABMATCA C TPETbEro NOo NATOe AecATueTUE XM3HU. CTEHO3 aopThl
y nauymeHToB ¢ OAK 1 yHMKoMmUCCypanbHbIM TUNOM pa3BuBaeTca Ha 20-30 neT paHblue
Mo CPaBHEHMIO C NaLMeHTaM1 C HOPMasbHbIM TPEXCTBOPYATbIM a0OPTasibHbIM KNanaHoM.

OnarHoctnka OAK npoBoamTca MeTOAOM TpaHCTOpaKalibHOW 1 YpecnuweBOgHOM
OxoKTI Bo Bpemsa cuctonsbl, KT, MPT cepgua [14].

OAK BcTpeuaeTca B coueTaHuM € APYrMMN aHOMANMAMMN 1 MOPOKaMU CcepAaLa: OTKPbI-
TbI apTepUuanbHbI NPOTOK, AedeKT MeXKeNTyAoUKOBOWN NeperopoaKu, aHoManum Kopo-
HapHbIX apTepuii, aopTonaTuu. [aTtonorna aopTbl BKOYAET ANCCEKLNIO, aHEBPU3MY, KO-
apKTauuio, paclwMpeHmne KOPHA Uav BOCXOAALLern aopTbl. [pu aopTonaTtnin B CTEHKE aopTbl
06HapYXM1BalOT M’MCTONIOrMYeCKre U3MeHeHNA B BUAE fereHepauun meanu, NoBblLeHHOM
aKTUBHOCTU MeTa/IoNpPOTeNHa3, CHUXeHNA Konnyectsa GubpunnmHa |, aHanornyHble Ha-
pyweHuam npu cuHgpome MapdaHa v BycTBOpUYaTOM aopTanbHOM KnanaHe (JAK).

Mpu OAK onucaH cuHapom Xonta — Opama (Holt — Oram) nnn cHppom «cepaue —
pyKa», BCTpevaroLwmiica ¢ yactotor 1 cnyyanm Ha 100 000 HOBOpOXKAEeHHbIX. [inA cMHapo-
Ma XapaKkTepHbl Mopdonormyeckre aHomanuy BepXH1UX KoHeuHocTel (depopmaumsa unm
Hefopa3BUTUE NanbLEB, TMNOMNAA3nA Ny4YeBOW KMCTKW, CPOCLUMECA Nanblibl, HeAopa3BUTUE
nonaTok, Knouuu, febopmauna rpyanHbl U/Mnm NO3BOHOYHMKA), BPOXKAEHHbIE MOPOKY 1
aHomanuu ceppua (ogHOCTBOPUATbIA MW ABYCTBOPYATLIN aopTanbHbIA KnanaH, aedekrt
MeX>KeNnyaouKOBOWN UNn MeXxnpeacepaHon NneperopofKku, KoapKraumsa aopTbl UK CTEHO3
neroyHown aptepun) [13].

«Kappvonorusa B benapycu», 2024, Tom 16, N2 6 717



KnnHuyeckme 1 mopdonornyeckme nprsHaky aHoManuii KianaHoBs aopTbl 1 IEFOYHOrO CTBOJIA:
0630p nuTepatypbl

AHOManMn NPoBOAMMOCTM OTHOCATCA K pacnpocTpaHeHHbIM ocnoxHeHnam OAK. Mo-
paxeHue NpoBoJALlell CUCTEMbI C Pa3BUTUEM TaxKenbix 6oKkag cepAua Bbl3biBaeT 3Ha-
ynTenbHaa KanbUndrKaLma CTBOPOK, KOTOPas PacnpoCTpaHAETCA N3PeaKa Ha MeXKeny-
[0uKoBYto neperopogky [10, 11, 15].

OAK oTHOCMTCA K pacnpoCTpaHeHHbIM BPOXKAEHHbIM Nopokam cepgua (0,5-2,0% Ha-
ceneHun), onrcaHHbIM BrepBble 6onee 500 net Ha3ag JleoHapao Aa BuHuum, n coctouTt ns
LBYX CMMMETPUYHBIX 3aC/IOHOK MPUOAM3NTENIbHO OAMHAKOBOrO pa3Mepa Wav ofHa u3
3acsIoHOK 6onbLie apyron. JAK BcTpeyaeTca N301MPOBaHHO 1 B COYETaHUN C APYrrMu
nopokamu, 4acTo y MyumH (M : X = 3 : 1) ero TeyeHne OCNOXKHAETCA aOPTafbHOMN He-
[LOCTaTOYHOCTbIO M pacliMpeHreM FPyAHOM aopTbl, Y »KEHLWMH YacTO BCTPeYyaeTca yme-
PEHHbIN aopTanbHbIA CTeHO3. B dopmMupoBaHumM nopoka, BEpOATHO, yyacTByeT reHeTu-
YeCKNI KOMMNOHEHT, MOCKOSbKY MPOCNEXMBAIOT CBA3b C APYIMMU BPOXKAEHHBIMU MOPOKaMu
cepAua 1 HacneaCcTBEHHbIMY HapyLUEHUAMN COeANHUTENbHOW TKaHu [16, 17]. feHeTnye-
CKMe M3MEHEHUA CTPYKTYPbl N COOTHOLLUEHNA KOMMOHEHTOB BHEK/IETOYHOrO MaTpurKca
coeAuHUTENbHOM TKaHK, 6eKOB, YUYaCTBYIOLLMX B HEKOTOPbIX CUFHANbHbIX Ny TAX, pPerynu-
pytoLMX KneTouyHble npouecchl (nponudepaLius, anonTos) B TKaHAX cepAla, Bbi3blBalOT
dopmmpoBaHme JAK 1 3aboneBaHna BocxodsaLen aopTbl. Ha pasHbIX 3MOprOHaNbHbIX
CTapumAx pa3BuBatoTca pasHble peHoTunbl JAK, npoTeKkatolme ¢ XxapakTepHOWM ANA OfHMX
oncdyHKLMen KnanaHa, 4na apyrux — AuchyHKLmen KnanaHa n aoptonatuen [18].

CornacHo knaccudukaumm H.H. Sievers n coaBT.,, BbigenatoT Tpu Tuna JAK (puc. 1) [19].

CnuaHne npaBon 1 NeBOW KOPOHAPHOW 3aC/IOHKM BbIABAAT YacTo (88%), npu 3ToMm,
MO MHEHMI0 HEKOTOPbIX UCCiefoBaTeNel, Takon TMM acCOLMNPOBAaH C KoapKTauuen aop-
Tbl. CnAHME NPaBO KOPOHAPHOW 1 HEKOPOHAPHOW 3aC/IOHKM BCTpevaeTca pexxe (15%)
1 CONPOBOXAAeTCA a0PTaSibHbIM CTEHO30M W/WUNN a0PTasIbHON HEAOCTAaTOYHOCTbIO, CINA-
H1e NeBOW N HEKOPOHAPHOW 3aC/IOHKM BbIABAAIOT B 3% cnyyaes. [lpegnonaratot, 4To Hau-
6onee yacTble BapuaHTbl cMAHUA 3acfioHoK Tuna 1 (L-R n R-N) pa3BuBatoTcsa Ha pasHbIX
CTapuMAx SMOPMOHANbHOrO Pa3BUTUA BCIIeACTBME BAMAHWA HEOANHAKOBbIX MEXaHU3MOB 1
ABNAIOTCA CAMOCTOATENbHBIMW MO 3TUONOM MK cocToAHUAMMN [19].

AopTonaTua y naumeHToB ¢ JAK otnnuyaetca peHOTUNMYECKON reTeporeHHOCTbIO 13-
MeHEeHMIN, 06yCNOBIEHHbIX FeHETUYECKNMU U/ U reMOANHAMNYECKMM OCOBEHHOCTAMM.
PaclwmpeHrmne aopTbl NPONCXOAUT B KOPHE, MPOKCMMabHOM YacCTy, Ayre U B HECKONbKMX
yacTax. [NporHoCcTNYeCcKn LIeHHON ABNAETCA CMCTEMA BbiAeNeHUA AByX BapuUaHToB: peHo-
TMNa C pacliMpeHnemM KOpHA 1 GeHoTuNa ¢ paclumpeHmneM BOCXOAALLEN aOPTbl, OCHOBAH-
HadA Ha n3yyeHnn pesynbraToB IxoKl-nccnegosaHua. MiccnegoBaTteny oTMeTUAN, YTO NPU
NporpeccrpoBaHnM NATONOrMUYeCcKoro npouecca K paclmpeHnto KOpHA aopTbl NPUCO-
eaNHAETCA paclumpeHne BocxoadALwwen aopTbl [20].

Pnck pa3sutma aHeBpusmbl aopTbl y 20-30% naumeHToB ¢ [JAK BO3HMKaeT B TeueHne
9-25 neT, B 6051ee MONIOOM BO3pacTe C ObICTPbIM NPOrpeccrpoBaHem No CPaBHEHNIo C
nalmeHTamm C TpexcTBOpUaTbiM KnanaHom aopTbl [16]. YacToTa aHeBpU3Mbl rpyAaHON aop-
Tol npy JAK - oT 35% go 80% cnyuaes [21].

K ocnoxHeHnam [JAK oTHOCATCA paHHAA Kanbundukauma (Ha 10 neT paHblue cTapye-
CKOro KanbLHO3a) U popmMrpOBaHme CTeHO3a, UHGEKLMOHHbIN SHAOKapAMWT, aopTanbHas
HefOoCTaTOYHOCTb, OC/IOXHEHNA aOPTONATUM — aHEBPM3MA, Pa3pbiB CTEHKM aopTbl, ANC-
cekuma (puc. 2) [21-23].

M3meHeHna Tonorpadum 3acnoHok [JAK n3penka npuBoaAT K NOABEHMIO ABONHOIO
YCTbA a0pPTabHOrO KnanaHa (puc. 2).
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Puc. 1. Cxema JAK, cornacHo knaccupukauuu H.H. Sievers n coaBr., c nogkareropuamu; wWnpokue
NUHUM - KOMUCCYpbi (WBbI); TUN 0 - ABe 3aC/IOHKM (NepegHe3agHee N 60KOBOe NoJoXKeHne
3aCJI0HOK), TN 1 - TPU BapuaHTa C ogHUM WBOM (cnusHue npaeolii (R) n neBoii (L) 3acnoHoK, cnnaHne
npasoii KOpOHapHOI 1 HeKopoHapHoii (N) 3acNoOHKK, cnnAHNE NeBO 3aC/IOHKN C HEKOPOHapPHO
3aC/IOHKOI), TN 2 - B 3aC/IOHKUN 1 ABE KOMMNCCYPbl

Fig. 1. BAV diagram, according to the classification of H.H. Sievers et al., with subcategories; wide lines -
commissures (sutures); type 0 - two valves (antero-posterior or lateral position of the valves), type 1 -
three options with one suture (fusion of the right (R) and left (L) valves, fusion of the right coronary and

non-coronary (N) valves, fusion of the left valve with the non-coronary valve), type 2 - two dampers and
two commissures

B anarHocTnke JAK ncnonbsytot IxoKl-nccnegoBaHume (TpaHCTOpaKkanbHOE Un Ypec-
nuwesogHoe), KT, MPT cepaua v rpyaHomn aopTbl.

YeTblpexcTBOpYaThIV aOpTasbHbIV KflanaH BCTpeyaeTca pefKo, Npu ayToncmm YacToTa
coctasnset 0,008-0,33%, npuxnsHeHHo npu IxoKl-nccnegosaHum — 0,006-0,043%, npwn
npoTe3rpoBaHMM aopTanbHOro KnanaHa - 0,48-1,46% cnyyaes (puc. 3) [24-26].

YeTblpexcTBOpYaTbIVi aOPTanbHbIV KanaH BbIABMAAT Kak M30/IMPOBaHHY0 aHOManuio
WY B COYETaHUV C APYTMMI MOPOKaMU AN aHOMANIMAMU CepAEUYHO-COCYANCTON CUCTEMbI.
Mo mHeHuno M.Y. Tsang et al., no pesynsratam aytoncum n OxoKl Bctpevanca 8 0,01-0,05%
cnyyaes. Camoe yacToe OCNoXKHeHVe — aopTasibHasA peryprutauma, pekoe — aopTanbHbIN

Puc. 2. Makpockonuyeckasa KapTuHa yaBoeHusa ycTba [1AK (co6cTBeHHOE HabniogeHme)
Fig. 2. Macroscopic picture of doubling of the BAV mouth (own observation)
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C D

Puc. 3. Makpockonuyeckas KapTuHa aopTasibHOro KnanaHa c asyms (A, B, C) n uetbipbmsa (D)
3ac/IoHKaMM (co6cTBeHHOE HabniogeHue)
Fig. 3. Macroscopic picture of the aortic valve with two (A, B, C) and four (D) valves (own observation)

cTeHo3. OnpenenaoT 1 Apyrue coyeTaHHble aHOManuu, BKYaloLwme paclimpeHmne unm
aHeBpPU3MY KOPHA UM BOCXOAALLEN aopTbl, CMELLEeHNe KOPOHAPHOrO CMHYCa 1 YCTbeB
KOPOHApPHbIX apTepuii, ieheKT MexKeNlyJoUKOBOWN NeperopoaKy, OTKPbITbIN apTepuanb-
Hbl MPOTOK, CTEHO3 JIEFOYHOr0 CTBONA, Pa3pbIB Nasyxm BanbcanbBbl 1 NOMHYO Nonepey-
Hyto 6nokagy cepgua [27-29].

[rarHocTnKa 4eTblipexCcTBOPYATOro aopTanbHOro KramnaHa MO3[HAA, KIMHMYeCcKme
CUMNTOMbI, 0OYCNOBJIEHHbIE aopTasfibHOW peryprutaument unyM CTeHO30M, MOABAATCA
Ha 5-6-m pgecatuneTun Km3Hu yenoseka [30]. B OCHOBHOM YyeTblpexcTBOpUaTLI aop-
TaslbHbIN KNanaH ABNAETCA ClyyaiHOW HaXOAKOW NpY OnepaTMBHOM fleYeHn NaTonorum
cepaua, ayToncum nnm obHapy»KMBaeTcA 13-3a COMyTCTBYOLNX aHOMANUN NN NOPOKOB
cepAeyvHO-COCYANCTON CUCTEMDI.

Mo pe3ynbTaTam peTPOCMNEeKTUBHOIO aHanM3a BM3yanmn3npyoLwmx MeTogqoB nccnego-
BaHMA 160 004 yenosek (OxoKI, KT, MPT), Bbino/MHEHHbIX 3a 12 feT, ero yactoTa cocTa-
Buna 0,005% cnyyaes (n=8) [31]. Cpean NauMeHTOB C YeTbIPEXCTBOPYATbIM a0OpTalbHbIM
KnanaHom — My»kunH 50%, cpegHuii Bo3pacT 53,5+10,7 roga, aopTanbHasa peryprutayma
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Puc. 4. Cxema 4acTbiX BApUaHTOB YeTbIPEXCTBOPYATOro KnanaHa aopTbl npu IxoKr-nccneposanum:

A - 3aC/IOHKIN OTHOCUTENbHO OAMHAKOBOIrO pa3mepa; B — Tpu 3aCnoHKN of1MHaKOBOro pa3mepa, ofHa —
MeHbluero; C - ABe 6onblue 3aCNIOHKN U iBe MaNieHbKune

Fig. 4. Scheme of common variants of the quadricuspid aortic valve on echocardiography: A - relatively
equal-sized valves; B - three equal-sized valves and one smaller valve; C - two large valves and two
small ones

BbiABNIeHa y 7 (Takenasa 'y 3, ymepeHHaa y 1, nerkasy 3), y of4HOro naumeHTa — aopTajibHas
perypruTauma 1 aopTanbHbIN cTeHO3 [32].

L.E. Hurwitz, W.C. Roberts onucanu cemb pa3nmyHbix aHaTOMUYECKMX BapUAHTOB (TU-
MOB) YeTbIPeXCTBOPYATLIX MOJYNYHHbIX KNanaHoB cepAua: A — 3aCNOHK/ OTHOCUTENTbHO
OAMHAKOBOro pa3mepa; B — Tpn 3ac/IOHKM OfMHAKOBOro pa3mepa, ogHa — MeHbLuero; C —
[Be 6osnblune 3acNoHKM 1 ABe ManeHbkue; D — ogHa 6onbliad, ABe CpefHMX pa3mMepoB
N ofjHa ManeHbKadA 3acsIoHKa; E — Tpy ognHakoBble 1 ogHa 6onbluas 3acnoHKa; F — gBe
ofMHaKoBble 60osblUMe 1 iBE HEOMHAKOBbIE MEHbLUME MO pa3Mepy 3aC/IOHKK; G — yeTbipe
HeoaVHaKoBble 3aC/IOHKNM [33].

Mo MHeHuIO nccnepoBaTenei, y 85% nauveHToB 0O6HapY»KUBAOT 3aC/IOHKM YeTblpex-
CTBOPYATOro aopTanbHOro KknanaHa tina A, B, C, octanbHble Tunbl BCcTpevatotca B 15%
cnyyaes (puc. 4).

B.J. Feldman v coaBT. npefnonoXuam 3aBUCMMOCTb NOABNEHUA aOPTallbHOW peryp-
rMTaLumn NPy YeTbipexCTBOPYaTOM aopTalbHOM KnanaHe oT Tvna B, npn Kotopom 13-3a
HanMumA OQHOW 3aC/IOHKM MEHbLLErO pa3mepa KoanTtauua aHoManbHasA 1 pacnpeaerneHne
CcTpecca HepaBHOMepHoe [34].

Opyrve uccnegosatenn M.Y. Tsang v coaBT. COOOWMAN, YTO TUM YeTbIPEXCTBOPYATO-
ro aopTasibHOrO KnanaHa He BAUAN Ha NoABJIeHne aopTanbHon peryprutauum [25]. Mpn
nccnepoBaHmm 49 nauyneHToB (cpepHuin Bo3pacT 43,5+21,8 rofa) C YeTblpexcTBOpYa-
TbIM @OpTanbHbIM KnanaHom npu Tune A (n=16) aopTanbHaa peryprutaumsa obHapyxeHa
y BCex, npu tine B (n=16) — y 12, B ABYX C/lyyasix B KOMOUHALMM CO CTEHO30M aopThbi;
npu tune C (n=8) — y 5, B OfHOM CJlyyae CTeHO3 aopTbl; npu Tune D (n=4) — y 3, B ooHOM
cniyyae B KOMOGUHALMKW CO cTeHO30M aopTbl; Npu Tune E (n=1) —y 1, npu tune F (n=4) -
y 4 naumeHToB. Tun G He BCTpeYanca y ncciefoBaHHbIX NaLyeHToB. ABTOPbI OTMETUN
COMyTCTBYIOLME aHOMANNM Y NMaLMEHTOB C YETbIPEXCTBOPYATbIM aOPTaSibHbIM KlanaHoM:
nponanc 1 MMKCOMaTO3HYIO lereHepaLio MUTPaNbHOroO KnanaHa — y 8 nauneHToB, Npo-
nanc TpUKyCcnuaanbHOro KnanaHa —y 1, cTeHo3 nierouHoro cteona -y 1, fedpekT mexnpes-
ceppaHou neperopofku -y 1, aedekt MexkenyaouykoBom neperopoakm —y 1.

AcMMmeTpurA CTBOPOK aopTasibHOrO KilarnaHa u3BecTHa co BpemMeH JleoHapao Aa Bun-
uu, OHa BCTpPeYaeTca B GOMbLUMHCTBE CNyYaeB 1, MO MHEHWIO OOHUX UCCefoBaTenen, He
BNMAET HAa KOMMETEHTHOCTb aopTa/ibHOro KnanaHa (puc. 5). Bmecte ¢ Tem, Mo MHeHMIO
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Puc. 5. Makpockonuyeckas KapTuHa BPOXXAEHHOI acMMMeTPUN 3aC/IOHOK aOpTaZibHOrO KNanaHa
1 aopTonaTuu, OCJIOKHUBLLENCA pa3pbiBOM aHeBPN3Mbl CMHYCOB BanbcanbBbl (co6cTBeHHOE
HabniopeHme)

Fig. 5. Macroscopic picture of congenital asymmetry of the aortic valve flaps and aortopathy,
complicated by rupture of the aneurysm of the sinuses of Valsalva (own observation)

LPYrX aBTOPOB, M3YyYaBLUNX pasMepbl CTBOPOK aOPTasibHOro KianaHa y vy NOXnnoro
BO3pacTa C aopTajibHbIM CTEHO30M, aCUMMETPUA CTBOPOK NpefpacnonaraeTt K passuTuio
aopTanbHOro creHo3a. CteneHb acCMMETPUM He KOppenupyeT C TAXKECTbIO UIn CKOPO-
CTbl0 NPOrpeccnpoBaHnA aopTabHOro cTeHo3a [35].

B nccnepoaHun T.S. Koerner 1 coaBT. MeTogamm TPaHCTOPaKalbHOM 1 YpeCnULLEBOL-
Ho OxoKI n3yyeHa CUMMETPUYHOCTb CTBOPOK aopTanbHOro KnanaHa y getei. B pesynb-
TaTe UccnefoBaHuA 168 nauneHTOB B Bo3pacTe 2,6+4,3 rofa, HAXOAMBLUMXCA Ha 06cnefo-
BaHWM B KapANOXPYPruyeckom oTaenIeHnn No NoBoAy NaTonornm cepaLa, He CBA3aHHOM
C aopTanbHbIM KlanaHoM, y 605bLINHCTBA NaLMEHTOB BbiAAB/IEHa aCUMMETPUYHOCTb CTBO-
POK aopTasibHOro KnanaHa. HekopoHapHas CTBOpKa ABNANacb caMol 60bLIOW MO pa3me-
pYy 1 ANMHHOW, NIeBas 1 NpaBasA KOPOHapHble CTBOPKM Obiny OANHAKOBbIMY MO MIOLWAAHN,
HO fleBaA ANIMHHEE 1 yXke NpaBoi. ABTOPbl OTMETUAN MO pe3ynbTaTtaM ApYrnx BU3yanu-
3UpyoWmnX MeTofoB NCCNefoBaHNA coYeTaHe acCMMETPUYHbBIX CTBOPOK aOpTasibHOMO
KnanaHa c aHOMannAMM KOPOHapHbIX apTepuit B 24% cnyyaes [36].

AopTanbHaa peryprutauma ABNAETCA Pe3ynbTaToM PasfiyHblX NaTONOrMYyeckmnx m3-
MEHEHMI 3aC/IOHOK aopTasibHOro KnanaHa. K ogHowm 13 npuumH otHocuTca deHecTpaums
3aC/IOHKM KnamnaHa aopThbl, n3BecTHasA bonee ctonetusa [37]. Hambonee vacto dpeHecTpa-
L1m HaxoaAaT B obnactu cBob6ogHOro Kpas 3acnoHku. OeHecTpaLmm npeacTaBnaoT cobon
BbITAHYTbIE LeneBrAHble OTBEPCTUA, AJIMHHAA OCb KOTOPbIX MapasnsienbHa cBoboaHOMY
Kpato CTBOpPKW. Hepeako Kpasa dpeHecTpaumv cOefMHAIOT BOMOKHNUCTbIE HUTK, 0O6pa3yto-
wue ceTb. YacToTa BbiAiBNeHMA deHecTpauuin yBennunBaeTca C BO3pacToM, MPUMeEpPHO
[0 4YeTBepTOro AeCATUNETUA »KU3HW, HEMHOIO CHUXKAeTCA C MATOro AecATUNeTNA 13-3a
CKNepoTUNYECKNX U3MEHEHNI 3aC/IOHOK KnanaHa. Y OfHOro 1 Toro »e YyenoBeKka Ha pas-
HbIX 3aC/IOHKax HabnoaalT eAnHNYHbIE Y MHOXeCTBeHHble deHecTpauun. OnrncaH oguH
Cny4ail y MONTIOA0ro YeioBeKa B Bo3pacTe 25 neT, Npy HOpManbHOM KONNMYECTBe 3aC/IOHOK
aopTanbHOro KnanaHa obHapy»eHo 36 deHecTpaLuil, Ha 3aC/IOHKax KianaHa JIero4yHoro
cTBONa — 26 dpeHecTpaymii [38].
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losaBneHre oCTpOl aopTaNbHOW peryprutaumy B pegkux ciyyasax obycnoBneHo
pa3pbiBom dpeHecTpaumu [39]. C. Zhu 1 coaBT. npoaHanu3mMpoBanu 55 ony6iMKoBaHHbIX
nccnefoBaHuin o GeHecTpauuax aopTanbHoOro knanaxa [40]. Mo pesynbtatam nybnuka-
LUun yactota deHecTpauuin aopTanbHOro KnamnaHa coctasuna 55,9%. Y myxunH deHe-
CTpaumn BbIABAAAM Yalle MO CPAaBHEHUIO C XKeHLMHaMN. AopTanbHYI0 peryprutauumio,
BCTpeyatoLytoca B 3,1% cnyyaeB npu Hannumm GeHecTpaLlmii, CYUATAIOT PeaKUM OCIOX-
HeHvem [41].

K npuumHam noasneHuna deHecTpaunii, BEPOATHO, OTHOCUTCA HapyLUeHne CTPOeHUA
CoeAuHUTENIbHONM TKaHW, MOCKOJIbKY OMUCaHbl CilyYan obHapykeHuA GeHecTpauumin npu
cuHgpome MapdaHa, cuHgpome [layHa, Npu MMKCOMaTO3HOW AereHepauumy knanaHa, JAK
N YeTbIpexcTBOPYATOM aopTa/ibHOM KfanaHe, AunaTaunm KOpHA aopTbl, Mponance CTBO-
POK aopTaNibHOro KflanaHa. Bmecte ¢ Tem aBTOpbl OTMeYatoT Hannune GpeHecTpaLmi 1 Ha
Hen3MeHEeHHbIX 3aC/IOHKax aopTaNibHOro KnanaHa [42, 43].

[Jpyrve aBTopbl NPENONOXKUIM, YTO M3-3a IKCLLIEHTPMUYECKON aHaTOMMUYeCKoW KOHK-
rypawmm HeKOTOpbIX KNanaHoB aopTbl, TYPOYNeHTHbI KPOBOTOK Ha 3aC/IOHKax MPVBOAUT
K nossneHuo GpeHectpaumin [44]. ApTepmnanbHaa runepTeHsns, co3faBas NoBbllLEHHOe
HanpsXeHne Ha TKaHW KOPHA aoPTbl, BO3MOXHO, UrpaeT onpefeneHHyo posib B MOBPEXK-
LEeHMI 3aCNIOHOK aopTanbHOro KnanaHa. BpoxaeHHasa sTvonorva deHecTpaunii CTBOPOK
NnoaTBeP>KAAETCA HECKONbKMMU UCCIeAoBaHNAMN y nnofa yenoseka [38]. K coxkaneHuio,
OTCYTCTBYIOT fOKa3aTesibHasA 0a3a nccnefoBaHUin STMonornyecknx GakTtopos 1 efnHoe
MHeHUe 0 NpouncxoxaeHnn GeHecTpaL i aopTanbHOro KanaHa.

B AHOMANUU KITANAHA NEFTOYHOW APTEPUN

BpoxaeHHble aHOManuy NeroYHoro CTBoNa 0O6bIYHO BCTPEUAIOTCA B COMETaHUN C ApY-
rMMU BPOXKAEHHBIMM NOPOKAMM 1 aHOMANMAMK CepALa, PeAKo — N30/MpoBaHHO. OrpaHu-
yeHnA NHGOPMaTMBHOCTY ANArHOCTUYECKMX BU3YaNM3UPYIOLLMX METOAOB, MPUMEHAEMbIX
NA cKpuHmHra (OxoKl 1 peHTreHonornyecknin) aHoManuin N1eroYHoro CTeona, 0bycnos-
NUBAOT 3a6NyXAeHNA UM NO3[HI0I0 ANArHOCTUKY aHoMmanui. KT ¢ KOHTpacTupoBaHueM,
MPT umetoT 6onbLUMe NpenMyLLecTBa B AUArHOCTUKE 1 HabniogeHn 3a aHOManuaAmm ne-
roYHOro CTBOMA.

C/HAPOM OTCYTCTBMA KNamaHa nerovyHon apTepun (areHesua KnamaHa JIeroYHoro
CTBONA) — pefKaa aHoOManus, Mpu KOTOPOK OTCYTCTBYIOLLME UKW PYAVMEHTapHble 3aCSIOH-
KN NPUBOAAT K TAXENION peryprutaumy notoka KpoBuW B NpaBbli xenygouek. [MpuunHon
areHe3uu KnanaHa AsnaeTca GyHKUMOHaNbHOe Helopa3BrTYe 3aC/IOHOK B SMOprOHanb-
HOM nepuoge. AHOManuA BCTpeYaeTcsa B coveTaHnm C AedeKTOM MeXKeNy4oYKOBO ne-
peropofku v aBnaeTca BapraHTom Tetpagbl Qanno (y 3-6% nauuneHTos). M3-3a obpaTHoro
TOKa KpPOBM 113 JIerOYHOW apTepurm B MOMOCTb MPABOro Xesyfouka cepaua B ¢pasy gmacto-
Nbl NPaBbI »Kenyfouek nonyyaeT JONONHUTENbHbIN 06beM KpoBu. B a3y cuctonbl npa-
BbIVl XKenyfoueK UCMbITbIBaeT GONbLUYI0 HAarpy3Ky No CpaBHEHUIO C HOPMOW, fOCTaTOUYHO
[ONITO KOMMEHCHpPYA pa3BuTUeM runeptpodun Mrnokapaa 1 gunataumein nonoctu. MNocre-
NMeHHO Pa3BUBAETCA HE[OCTAaTOYHOCTb KPOBOOOPALLEHNS.

JunarHoctuka nposoantca metogom IxoKl, Nnpy KOTOPOM B Ciyyae 1M30NMpPOBaHHO-
ro OTCYTCTBUA 3aC/IOHOK KiamnaHa feroyHoro CTeona oOHapyXrBakT peryprutauuio Ha
KnamnaHe 1 pacliMpeHue rmaBHbIX BETBeN neroyHorn apTepun. B cnyyae nonvposaHHOM
$OpMbl areHe3nKn 3ac/IOHOK NPOBOAMTCA CUMMTOMAaTMYecKoe fiedyeHue. Mpu coyeTaHnn
¢ TeTpagon ®anno B 3aBMCUMOCTY OT CTEMEHN PacCTPOWCTB BblIOMpaloT Apyrue Metogbl
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neyeHuns (XMPYPruveckmin n MegmkaMeHTo3HbIn) [45]. »KusHecnocobHoCTb nNnofda u pe-
6eHKa Npu coueTaHy aHOManNMi HU3KasA M3-3a TAXKENON rmnokcmm, obycnoBneHHoN na-
Tonoruen cepaua 1 HapyLeHNAMU BeHTUAALMK 1 nepdy3un B nerkumx.

OpHocTBOpYaTLIN KnanaH NeroyHoro CTBOMa OTHOCUTCA K OYEeHb peaKor aHOManuun.
KnanaH npepacTaBfiieH CpOCLIMMUCA 3aC/IOHKaMM U OHOW KOMMCCYPOW, He[oCTaToOuHoe
pacKpbITVe B CUCTONY COMPOBOXAAETCA CTEHO30M, B AMACTONY — peryprutalmen KpoBu.

[lBycTBOpUaTbI KnanaH NeroyHoro CTBosa NpoTeKaeT YyacTo 6eCCUMMNTOMHO, He Bbl-
3blBafA HapyLWeHUN reMognHamMuKK. [Mpy cTeHo3e KnanaHa, KOTOpbIi BCTPeYaeTca MeHee
yem B 20% cnyuaeB, CTEMEHb TAXKECTW CTeHO3a OOYCNIOBNUBAET KIIMHUYECKYIO KapTUHY 1
TaKTUKY neyeHnA naymeHTa [46].

YeTblpexcTBopuUaTblli KflanaH, Mo AaHHbIM nccnefoBatenell, Habnogaetca y 0,02-
0,41% HaceneHus (M : XK = 2 : 1), yacTo NpoTeKaeT KNMHMUYEeCKM 6eccumnTomHo, o 2000
rofa BbIABNANCA NpenMyLLecTBeHHO npu aytoncum [47]. HaunHaa ¢ 2000 roga K OCHOB-
HbIM MeTOAaM AMArHOCTUKU aHOManuii cepiua, obecneymBaoLM BbICOKYO HbOpPMa-
TUBHOCTb, OTHOCATCA TpaHCTOpakanbHaa 1 ypecnuwesogHaa IxoKrl, KT ¢ koHTpacTupo-
BaHunem 1 MPT.

PacnpocTtpaHeHHbIM BapuaHTom (60%) 4eTbipexcTBOpPYATOro KfamnaHa nero4yHoro
CTBONA, BbIABNEHHOrO NPW ayToncun, CYMTalOT TPU 3aCIOHKN OfMHAKOBOro pasmepa u
ofHy MeHbLero (Tvn B no knaccndukauymm Hurwitz L.E., Roberts W.C.), 3a HUm cnegytot
1N C (15%) v Tin A (12%) [33]. BMmecTe € TeM ONUCbIBalOT pa3HOEe COOTHOLLIEHME pa3MepoB
3aC/IOHOK: YeTblpe paBHble, ABe 6onbLUMe 1 iBe MaNleHbKMe 3acoHKN [33, 48].

B Hawwem HabnogeHnr Npu ayToncmMm Ha OJHOWM U3 3aC/TOHOK JIEFOYHOro CTBOMA Ha-
6ntofanacb JoMnofHMTeNbHasA MeHbLLErO pa3Mepa 3acsIoHKa, KoTopas pacnonaranacb Ha
CTeHKe cocyfia, AfIMHa cBOOOAHOrO Kpas AOMONHUTENbHON (YeTBepTOol) 3aCNOoHKN 17 MM,
LNMHa GUKCMPOBaHHOTO Kpas 23 MM (puc. 6).

YeTblpexcTBOpUaTbIV KNarnaH JIer0YHOro CTBOJa PefKko COMPOBOXKAAETCA OCNOXKHEH M-
AMM, Npy ayToncum B 96% ciyyaes peryprutaumsa oTcyTcTBOBana, B 4% — BblABUNN pe-
ryprutaumio Ha KnanaHe [33]. YactoTa peryprutaymm B Cny4vasx, AMarHOCTMPOBaHHbIX C

Puc. 6. YaBoeHMe 3aCNIOHKM KJlanaHa JIeroyHoro cTBona (HabniogeHue K.M.H., aoy. Maciok A.A., ¢
paspelieHnn aBTopa)

Fig. 6. Pulmonary valve doubling (observation by candidate of medical sciences, associate professor
Pasyuk A.A., with the permission of the author)
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NCMNONb30BaHNEM BU3Yyanm3npyoLwmnx MeTOL0B NCCNefOBaHUA, Bbllle MO CPaBHEHWIO C UC-
CcnefoBaHMAMM NPY ayTONCUN: YMEePEHHaa UKW TAXenaa peryprutauma npu tune A — gua-
rHocTMpoBaHa y 33% naumeHTos, Tune B —y 18% [48].

WccnepoBaTtenn onncbiBaloT peakue cnyyam coveTaHUA YeTblpexcTBOpYaToOro Knana-
Ha Iero4yHOro CTBOMA C YeTblpexcTBOpUaTbiM KnanaHom aoptbl, JAK, aHomannamm kopo-
HapHbIX apTepuin [49-52].

BpoXaeHHbIn cTeHO3 neroyHoro cTeona coctasnseT 7-12% BPOXKAEHHbIX MOPOKOB
ceppua. B 3aBncMMocTn OT MecTa 0OCTPYKUMM Pa3nunyatoT KanaHHbI (caMblid pacnpo-
CTpaHeHHbI), HagKnanaHHbIA 1 NofKnanaHHbIA cTeHo3. KnanaHHbIl cteHo3 dopmupy-
eTcA B pe3ynbTate YTOMWEHNA UAM YaCTUYHOIO CPaLLUeHWA 3aCSIOHOK, YMEHbLUIAIOLWMX
OTBepCTUE NIErOYHOro CTBOJIA M OrPaHMUUBAIOLLMX TEM CaMblM OTTOK KPOBW 13 NPaBoro
Xenyaouka. 3acioHKM CpacTaloTCA Y OCHOBaHKA, YacTo Mo BCeMy nepumeTpy, obpasys
MeMbpaHy c otBepcTuem. CTeneHb Cy>XeHWA OTBepCTMA onpeaenseT BeIMurHy TpaHce-
rOYHOro rpagneHTa AaBeHna N KNMHNYeCK1e NPoABIIEHNA: lerkas — rpagneHT AaBneHuna
MeHee 30-40 MM PT. CT., yMepeHHas — rpaguneHT aasneHna 40-60 Mm pT. CT., TAXenana — rpa-
OVeHT faBneHnsa 6onee 60 MM pT. CT. TAXKenblli CTEHO3 KlanaHa N1ero4YHoro CTBoJ1a OC/IOX-
HAETCA BEHO3HbIM 3aCTOEM, HaNOMUHAIOLWMM CEPAEUYHYI0 HeAOCTaTOUHOCTb [53].

MoToK KpoBKM Yepes y3Koe OTBEPCTME, KaK MPaBuo, HanpaBfieH K 1EBON CTEHKe fe-
ro4yHOW apTepuin, NPMBOAA K MOCTCTEHOTUYECKONW AunaTaumn CTBONa 1 eBON BETBU Jle-
rOYHOWN apTepun.

M3BecTHO ABa TMMa M3MEeHEeHM KNanaHa, BCTPeYatoLWwmnxca Npu N301MPOBaHHOM Kia-
NMaHHOM CTEHO3e JIerOYHOro CTBOJa: KyrnonoobpasHbin (40-60%) 1 AncnnacTuyeckui
(20-30%) knanaH neroyHoro cTBona. Kynonoo6pasHbiin KnanaH ¢opmmnpyertca B pesysnb-
TaTe CMAHNUA KOMUCCYP C 2-3 WBamu, NprHMMasa GopMy BOPOHKM C HEGObLIMM KPYTIbIM
oTBepcTueM. B cnyyae gncnnactnyeckoro KnanaHa onpeaensatoT yTonleHHble Manonog-
BUPKHbIE 3aCNIOHKM C MMKCOMaTO3HOW AereHepaumen [54]. MNpu peHTreHonornyeckom uc-
cnleloBaHNM OpraHoB rpyfHon Knetku unu KT obe BeTBM neroyHon aptepun (Mpasas u
neBas) BbIMMAJAT paclIMpeHHbIMW. HagKknanaHHoe Cy»eHre neroyHoro ctsona dopmu-
pyeTca B cilyyae KynosioobpasHOro v JMCnnacTMyeckoro KnamnaHa IerouHor aptepumn.
Mpu Kynonoo6pasHbIX KNnanaHax 1 HaNMYMM CUMMNTOMOB Y MALMEHTOB U FpajiieHTe TpaHC-
nynbMOHanbHOro AasneHnsa 6onee 50 MM PT. CT. yCMELWHO NPUMEHAIOT 6annoHHY0 Basb-
Bynonnactuky. NMpwv gncnnactmyeckmx CTBOPKax KnanaHa nero4yHoro CTeosa ocyLecTBa-
0T NPOTEe3MPOBaHME KnanaHa.

NHPYHANOYNAPHBIN CTEHO3 NPaBOro »enyaouka, Unn nofknanaHHbIn, dopmmpyerca
3a cueT auddy3Horo GMOGPO3HO-MbILLEYHOTO CYXKEHWA NyTell OTTOKAa MPaBOro enyaou-
Ka, ero paccMaTpuBaloT Kak OTAen AByXKaMepHOro npaBoro »enygouka. OH BCTpeyvaeTca
KaK M30MMpOBaHHAA aHOMaNMA AW Kak COCTaBnALWan APYrmxX BPOXAEHHbIX NOPOKOB
ceppua (Hanpumep, Tetpagbl ®anno). K ocoXXHeHMAM NoAKanaHHOro CTeHO3a NeroYyHo-
ro CTBOJMa OTHOCUTCA rMnepTpodUA NPaBOro Xenyfouka 1 cepaedHas HeloCTaTOUHOCTb.
OnepatnBHaa KoppeKumaA (BabBYNOTOMUA WA BaNbBYNIONNACTNKA) BPOXKAEHHOrO Noj-
KnanaHHOro cteHo3a HeaddeKTUBHa, MOCKONbKY CTEHO3 NHOYHAMOYNIOM He KOpPUrnpy-
eTCA NpY BOCCTaHOBJIEHMM KNamnaHa neroyHoro creona [55].

KnnHnueckne npoasneHna aHOManMm 3aBMUCAT OT CTEMEHN CTeHO3a KanaHa neroyHo-
ro ctsona. [pu ayckynbraumm cepgua B Ciyyae JIerkoro CTeHo3a BblCNyLWmnBaeTca ycune-
Hue BTOPOro TOHa BO BTOPOM Mexpebepbe crieBa OT rpyfuHbl, NPy yMepeHHOM — pacLie-
nneHve Unx pasfBoeHrie BTOPOro TOHa, NPy TAXeNIoM — ocnabneHune unm ncyesHoBeHne
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BTOPOro TOHa Haj NIeroyHon apTepren 1 NoABAeHWe CUCTONNYECKOrO LWyma B TOW »Ke
TOuKe BblCNylwmBaHuA. NocKonbKy Harpyska Ha NpaBblil »Kenygouyek MOoBblllaeTcA 13-3a
136bITOYHOrO AaBnieHns, 00yCNIOBIEHHOIO CTEHO30M JIEFOYHOrO CTBOMA, NOABNAETCA M-
neptTpodus, N NPU HaNMUMK PerypruTaLmuy Kposu — Annatauma NpaBoro xenyaouka [53].
Mpwn peHTreHoNorM4yeckom NccnefoBaHNM OpraHoB rpyaHon KneTtkn n KT onpepenatot
paclimpeHne CTBOA SIEFOYHONM apTEPUN U JIEBOV ee BETBM, NpaBas BETBb 0ObIYHO HOP-
MasnbHOM WUPWHbI [46].

CTeHO3 NleroyHoOro CTBOMa 4Yacto ABMAETCA U30/IMPOBAHHBbIM MOPaXXeHMeM, Hepesa-
KO BCTpeuaeTca Mpu reHeTuyeckrx 3aboneBaHusAX, B COYETaHUUN C APYTUMU MOPOKaMU
ceppua. B cnyyae cunpgpomos HyHaH (Noonan), LEOPARD, Koctenno (Costello) BbisiBnsitoT
CTEeHO3 KflanaHa C AUCMNIacTUYeCKMM UK KynonoobpasHbiMK CTBOPKaMu, Npy TeTpage
®anno — nofKnanaHHbIN CTEHO3 MW IBYCTBOPYATHIN KanaH NeroyHoro cTBona, Npu CuH-
Apome Bunbsamca — boripeHa (Williams — Beuren) — HagknanaHHbIN cTeHO3 [56].

OTX0KAEeHNEe KOPOHAPHOW apTepUN 13 NTIEFOYHON apTepumn BCTPeYaeTca pefKko, aHo-
MasnbHOe OTXOXAeHne neBor KopoHapHou apTepun (ALCAPA) — cuHpgpom bnaHaa — Yant -
lapneHaa (Bland — White - Garland), npaBoi kopoHapHow aptepun (ARCAPA) BcTpeuaeT-
cA c yactotom ot 0,2 o 0,5% Bcex nopokos cepAua, y 1 n3 300 000 HoBopoXKAeHHbIX [57].
C/MNTOMbI @aHOMaNMn NOABNAIOTCA B TEUEHME HECKONBbKUX AHEN OT POXAEeHNA pebeHKa,
NPOAOMKNUTENIbHOCTb XMN3HM 6e3 onepaTMBHOrO fleueHUs — OT 2 Hefenb A0 2 MeCsLEB.
CmepTb HacTynaeT 13-3a HeflocTaTouHoW nepdysnu, nwemmn/nHdapKta Mrokapaa u Ta-
Xenom ceppgeyvHon HegoctaTtouyHocTu. MNpu cnHgpome bnaHga — YanT — lapneHga onucatbl
peakue crlyyan COOTBETCTBYIOLLErO NOTPEOHOCTU MMOKapha KPOBOCHabXeHUA npaBon
KOPOHapHOW apTepuen n MarioCMMNTOMHOE TeyeHre Ao B3POC/Ioro Bo3pacTta naumneHTa
[58]. Pacno3HaBaHMe aHOManuMn BO B3POC/IOM BO3pacTe OCHOBbLIBAETCA Ha CUMMTOMAX,
BKJIIOYAIOLWNX HE[OCTAaTOYHOCTb MUTPANbHOrO KfanaHa, CepAeUHyl0 HefoCTaTOUYHOCTb,
CTeHOKapAuio nnu aputMmum ceppua. MNpu peHtreHorpadumn BuIABAAIT yBeNMYeHne pas-
MEPOB JIEBOIO XeJyAouKa, NPU3HaKM NeBOXeNyAoUuKoBOWN HefocTaTouHocTh. K nHbop-
MaTVBHbIM MeTofaM BU3yanu3auuu Tonorpadum KopoHapHon aptepun otHocaTca KT ¢
KOHTpacTMpoBaHuem cocynos n MPT.

QeHecTpauumn 3acIOHOK KJlamnaHa f1IeroyHoro cTBosa BcTpeyatoTca npu IxoKr-muccne-
[0BaHMM € YactoTo 12,5% 1 B 60NbLIMHCTBE C/lyYyaeB He MMEIOT KITMHUYECKOro 3Have-
HUA, NOCKONbKY X MONOXeHWe, ANCTaNibHOe OT MecTa KoanTauum CTBOPOK, He CBA3aHO C
HapyLweHnem GyHKLMM KnanaHa. K peKnm 0CNoXHEHMAM, BO3HUKAOLWMM Npu deHecTpa-
LUK CTBOPOK KJlanaHa NIeroyHoro CTBOsa, OTHOCATCA peryprutaums, HaapbiBbl M pa3pblBbl
3acsIoHKuM [59, 60].

A. Goyal n coaBT,, ©3yuunB cepgLa npu ayToncum, oTMeTUIN, YTo beHecTpauum KnanaHa
JIErOYHOro CTBOJIA BCTPEYUAIOTCA perke MO CPaBHEHMIO C aOpTasibHbIM KlanaHOM 1 MeHee
pacnpocTpaHeHbl y 300POBbIX SIAelN N0 CPaBHEHWIO C NIOAbMU C CeEpAeYHO-COCYANCTbIMN
3aboneBaHuAMM. YactoTa oOHapyxeHua deHecTpaumii npu  Mopdonornyeckom
nccnefoBaHMKM 3HAUUTENbHO NpeBblwana pesynbTathl OxoKl-nccnegoBaHna Apyrmx
aBTOPOB, He 3aBKCena OT Nofa 1 Bo3pacTta nccnegyemoix [61].

QeHecTpauumn Ha 3aC/IOHKe YeTblIPeXCTBOPYATOro KfanaHa IeroyHoro cteona tvna B
ob6Hapy»eHbl Npy ayToncumn 87-neTHero nauueHTa, Npu 3ToM He BbiABNeHO Mopdonoru-
YecKnX M3MEHEHWN, yKa3blBaBLUMX Ha HalMumne perypruTaumm Ha KnanaHe unm paclmpe-
H1e CTBONA IeroyYHom apTepun [62].
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Heobxoanmo yumTbiBaTb Hanmume 1 NosnoxeHrie dbeHecTpaumin Npu XMpypruyeckom
NeyYeHnn 1 TpaHCKaTeTePHbIX BMELIATEeNIbCTBAX U3-3a BEPOATHOCTM UX MOBPEXAEHUA U
pa3pbiBa [63].

B opyrom uccnepoBaHum y 69-neTHeN »KeHLWMHbI C NPU3HakaMu apTepranbHON -
nepTeH3UnN 1 cepeyvHoON HefoCTaTouHOCTU Npy IXoKI AnarHOCTMPOBaNU TAXKENYH 3KC-
LEeHTPUYHYIO peryprutaumio Ha KnamnaHe JIerOYHOro CTBOMA, OTKPbITHIA apTepranbHbIi
MPOTOK, OTKPbITOE OBaslbHOE OKHO 1 aHEBPU3MY NIeroyHo apTepum. Bo Bpema kapamnoxu-
pypruyeckon onepaumy Ha 3aClIoHKe KnarnaHa 1eroyHoro cTeosia obHapyxeHa 6osnbLuan
deHecTpauuma (2x2 cm). Mpwu obcnegoBaHNN He BbIABUAY NPU3HAKOB MHOEKLMOHHOIO 3H-
[OKapAnuTa, Mpy KOTOPOM XapaKTepHO ABnsAnach 6ol nepdopaLnsa cTBopKu [64].

B 3AK/TKOYEHUE

HecmoTpsA Ha He3HaUMTENbHYIO PAaCNPOCTPaHEHHOCTb aHOMANN KOPHA aopTbl U Kia-
naHa NeroyHoro CTBofa, UX MeANKO-CoLManbHOe 3HaueHre BeNNKo. BbinonHeHHble nc-
cnieloBaHMA MO M3yYeHVI0 aHOMaNIM KnanaHa aopTbl ¥ CTBOJIA IErOYHON apTepum CBUAe-
TeNIbCTBYIOT O BVAHMMW HapYyLUEHWU Pa3BUTUA KNanaHoB cepfLa Ha COCTOAHME reMofMHa-
MUKW, Hannumne cTeHo3a nnm HeaoCTaTOYHOCTY K/1anaHoB aopTbl UK IEFOYHOIO CTBONA,
BbIABIEHHbIX MPVXM3HEHHO, NOOYXJaeT K ANarHOCTUKE CTPYKTYPHbIX U3MEHEeHU Kak
NPUYUHBI HapYLLEHNIA BHYTPUCEPAEYHOro KPOBOTOKa. Vicnonb3oBaHme He TONbKO CKpU-
HUPYOLWNX MeTOA0B BM3yanusauum (IxoKI, peHTreHonornyeckumn), Ho n KT ¢ KOHTpacTu-
poBaHuem n MPT ¢ nccnepgoBaHiem cepaua U aopTbl MO3BOSIUT CBOEBPEMEHHO BbISIBUTb
CTPYKTYpPHble HapyLLIeHWA 1 BbIOpaTb HEO6XOAUMbIe METOAbI leueHnA Ana npepynpexae-
HUA OCNIOXKHEHWI 1 YNyULLEHWA KauecTBa XMN3HU NaumeHTa.
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