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Pesiome

[lBycTBOpYaTbIN aopTanbHbI KnanaH (JAK) oTHOCMTCA K cambiM pacnpoCTPaHEHHbIM Mo-
pokam ceppua y geten n B3pocnbix. OH BcTpeyaeTca B nonynaumn y 0,5-2% HaceneHus
(NpenmyLLecTBEHHO Yy My>KYVH) 1 NpoTekaeT 61aronpuATHO WK, B 3aBUCUMOCTHU OT FeHe-
TUYECKMX HapyLleHu, mopdonornn, ¢ ocnoxHeHnamn. Y nauneHTos ¢ JAK otmevaeTca
reTeporeHHOCTb KJIMHUYECKMX MPOABIEHUA N OCNIOXKHEHUN, 0OYCNOBNEHHbIX GpeHOTU-
namu KnanaHa u aoptonatuun. OcNoXXHeHUs B BUAe ANCOYHKLUMM aopTaNibHOro KnanaHa
(CTEHO3 N HEeJOCTAaTOUYHOCTD), KanbUndrKaLmm, MHPEKLNOHHOIo SHAOKapANTa, a0pPTO-
naTuum C pa3BuUTUEM aHEBPM3MbI, Pa3pbiBa, ANCCEKLNN COCyaa NOABAAIOTCA B pa3Hble BO3-
pacTHble neprofbl 1 onpeaensaoT HEOANHAKOBbIN NOAXOA K BblIbopy neveHus. KnnHuye-
CKMe NPOoABNIEHNA OC/IOXKHEHUN Y 6GONbLUMHCTBA NaLVEHTOB Pa3BMBalOTCA BO B3POC/IOM
BO3pacTe, B 50% cyiyyaes s Ux KoppeKUumn nprberatoT K onepaTrBHOMY NieueHuto, y 12—
15% peTel BO3HMKLUME OCNOXHEHNA 00YCIOBMBAIOT XMpPYypruyeckrie BMeLLaTeNnbCcTBa B
[ETCKOM 1 MOAPOCTKOBOM Bo3pacTe. TpyAHOCTN BO3HMKAIOT NPU OLieHKe pUcKa pa3BuTumA
nporpeccrpoBaHna 3aboneBaHnsa U NPOrHO3NPOBaHNN OCOXKHEHUN. OCHOBHbIMW MeTo-
namu amnarHoctrkn [JAK agnatoTca BM3yanumsmpyoLwme: axokapguorpadpuueckoe (IxoKr)
nccnepoBaHue, KomnbtoTepHaa Tomorpadus (KT) u MarHUTHo-pe3oHaHcHasA Tomorpadus
(MPT) ceppgua. NokasaHuA K XMpypruyeckomy neyeHuto aopTasibHOro KfanaHa v aopThbl
BO3HUKAIOT B TEUEHME XKNU3HWN N OCHOBbLIBAKOTCA Ha GYHKLIMOHAMbHbBIX HapYyLUEHUSX, BbiAB-
NEHHbIX KNMHNYECKM, 1 pe3ynbTaTax BU3yanusnpyoLwmnx MeTO40B UCC/iedoBaHuA.
KnioueBble cnoBa: ABYCTBOpYaThIf aOpTanbHbIV KanaH, aopTonatus, SNuaemMmosnorus,
[AMarHocTuKa, sxokapauorpadusa, MarHUTHO-pPe30HaHCHas Tomorpadus, KoMnbloTepHas
Tomorpadusa
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Abstract

Bicuspid aortic valve (BAV) is one of the most common heart defects in children and
adults. It occurs in 0.5-2% of the population, mainly in men, and proceeds favorably or,
depending on geneticdisorders and morphology, with complications. In patients with BAV,
heterogeneity of clinical manifestations and complications due to valve phenotypes and
aortopathy is observed. Complications in the form of aortic valve dysfunction (stenosis or
insufficiency), calcification, and aortopathy with aneurysm, rupture, vessel dissection, and
infective endocarditis, appear at different age periods determining different approaches
to the choice of treatment. Clinical manifestations and complications in most patients
appear in adulthood; in 50% of cases surgical treatment is used to correct them, and in
12-15% of children, the resulting complications are the cause of surgical interventions in
childhood and adolescence. Difficulties arise in assessing the risk of disease progression
and complications. The main methods of diagnosing BAV are imaging techniques:
echocardiography (EchoCG), computed tomography (CT), and magnetic resonance
imaging (MRI) of the heart. The indications for surgical treatment of the aortic valve and
aorta arise during life and are based on functional disorders detected clinically and the
results of visualization methods.

Keywords: bicuspid aortic valve, aortopathy, epidemiology, diagnostics,
echocardiography, magnetic resonance imaging, computed tomography

B BBEAEHUE

Haubonee pacnpocTpaHeHHbIM BPOXAEHHbIM MOPOKOM CepfiLia Y HaceneHs ABNAETCA
DAK, BcTpeuatowuincs y getei 1 B3poCibix ¢ YactoTon 0,5-2%, ¢ npeobnafaHnem y Myx-
urH (M: XK ~3:1) [1, 2]. B cpegHem y TpeTn nayuneHToB ¢ JJAK 0OHapyXrBatloT aopTonaTuio,
00YCNOBMIEHHYID TEHETUYECKMU M FeMOAUHAMUYECKUMN paKTOpamu, M3MEHSIOWUMUI
aHaTOMUIO 1 MOPdONOrMI0 COCYANCTON CTEHKM, AN KOTOPOW XapaKTepHbl OC/IOXKHEHUS
B BUZE pacLUMpPeHUs, aHEBPU3MbI, ANCCEKLMY, YCYTYOnaioLwmx AncdyHKLMI0 aopTaibHOro
KnanaHa. lNNopok paccmaTpmBaeTca Kak KnanaHHO-aopTasibHbIA KOMMEKC, XapaKTepusy-
IOLMIACA HEOQHOPOAHOCTBIO KiamnaHHbIX 1 aopTasibHbIX GEHOTUMMYECKUX NPOSBIEHUN,
paccTponcTBOM GYHKLMUM 1 Pa3BUTMEM OCIIOXKHEHNA, BIUAIOLMX Ha MPOTrHO3 XN3HU.

C MomeHTa nepBoro un3BectHoro onucaHua [JAK JleoHapgo ga BuHum 6Gonee
500 net Hazapg, pabot W. Osler u M. Abbot npeactaBneHme o NOPOKe 3HaAUNTENbHO U3-
MeHUNOCb. B TeueHne agnutenbHoro Bpemern [JAK 6e3 reMoviHaMUYeCKrX HapyLIeHni
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paccmatpuBanca Kak GyHKLUMOHanbHO He3HauMmasa aHoManua ceppaua. B HacToswwee Bpe-
Ms pe3ynbTaTbl MCCNIef0BaHMA NCTEKLLNX JeCATUNETU: AOCTUMKEHUA reHETUKUN U COBpe-
MEHHble BU3yanusvpyowme guHaMmmyeckne anarHocTuyeckre MeTofbl, NPoCneKTMBHOe
HabniogeHne oneprpoBaHHbIX U HEONMEePMPOBaHHbIX MNaLMEHTOB; pe3yNbTaTbl CONOCTaB-
NeHNA reMoOANHaAMUYECKMX U MOPPONOrMYecKmX XapakTepuUCTUK C TaKOBbIMY NaLMEHTOB
C TPEXCTBOPYATbIM a0PTasibHbIM KNanaHoOM — MPOAOKaloT yAMBAATL GeHOTUNNYECKOMN re-
TEPOreHHOCTbIO 1 BapuabenbHOCTbIO KNMHMYecKmx npoasneHnii JAK. Mopdonorua kna-
naHa, remouHamMmMyecKme paccTponcTBa 13-3a HapyleHun GyHKUUN, CTPYKTYPHbIE 13-
MEHEHUA CTEHKWN aopTbl HE TONBbKO BAMAIOT HAa COCTOAHME KflanaHHOMo annapaTta cepaua,
HO 1 06YyCNOBNVBAIOT Pa3BUTUE OCIIOXKHEHNI [3, 4].

[eTeporeHHble KANHUYECKUE MPOABSIEHUA, BKIOUAOWME KPUTUYECKUE KhanaHHble
N3MeHEHNA B AETCKOM BO3pacTe nau 6naronpuatTHoe TeyeHne Nopoka Ao 7-8-ro geca-
TUNETUA XKN3HW, NOBYANNN K cozgaHmio Knaccuobukauun JAK (KnanaHHbIX, reHeTUYEeCKIX,
aopTasibHbIX) C TeM, YTOObl NPOrHO3MPOBATb PA3BUTME OCNIOXKHEHUI 1 MPOAOSIKUTENb-
HOCTb »KM3HW, onpeaenaTb NOKa3aHMA 1 METOAbI OnepaTNBHOIO fieyeHus [1].

B SMNMMIEMNONIOINNA

Pe3ynbTatbl NONyNALMOHHBIX MCCNEefOBaHUN CBUAETENbCTBYIOT O TOM, YTO pacnpo-
cTpaHeHHocTb JAK coctaBnaet npumepHo 1% ¢ BapratuBHOCTbIO OT 0,5% #o 2% B 3aBu-
CMMOCTU OT UCCiiefyemMblX KOHTUHIEHTOB, METOA0B ANArHOCTUKN (MPUMXN3HEHHOIO onpe-
AeneHna nnuv aytoncun) [4, 5.

WccnepoBaHna geTen B pa3HbiX BO3PaACTHbIX NMepuogax nokasanm pacnpocTpaHeH-
HocTb [IAK meHee 1,0%. Mo pe3synbratam IxoKI u3 25 556 HOBOpOXAEHHbIX (CpeaHmin
Bo3pacT 12 gHen) JAK anarHoctmpoBaH y 196 (0,77%; 95% W 0,67%-0,88%) ¢ cOOTHO-
LUEeHNEM ManbyMKoB 1 aeBouek 2,1 : 1. Y HoBopoxaeHHbIX ¢ [IAK no cpaBHeHMIO € AeTbMK
C TPEexcTBOpYaTbiM aopTasibHbIM KfanaHOM 4YacTO BCTpevanuncb aopTanbHaa perypruta-
umsa (14,7% npotne 1,3%), 60nblunin gnameTp KOpHA aopTbl (10,7 mm npoTne 10,3 Mm) n
BocxogsAulen aopTbl (9,8 Mm npoTurB 9,4 mm). AopTonaTtuio Habnoganu y 65 (33,2%) HoBo-
poxaeHHbIx ¢ JAK: y 62 paclumpeHmne KopHA aopThl € z-6annom =3 1y 3 - ¢ KoapKTauuen
aopTbl [6].

Mpun aByxmepHom IxoKl-nccnegosarHnn 817 300poBbix AeTen B Bo3pacte 10 net JAK
ob6HapyxeH B 0,5% cnyyaeB: y ManbunkoB — 0,75%, y geBouek — 0,24%, paclumpeHvie Kop-
HA aopTbl BCTPEYANOCh Yalle Mo CPaBHEHMIO C AeTbMU C TPEXCTBOPYATbIM aopTasibHbIM
KnanaHowm [2].

Y 20 946 npun3bIBHUKOB NPOBEAEH 3XOKapanorpadrnueckmin CKpUHHE AnA BblABIEHWA
OAK n remogrHammnyecknx xapakTepucTmk nopoka. BoiasneHo 167 (0,8%) nauneHToB C
DAK, y KOTopbix aopTanbHas peryprutauus, npevmyLlecTBeHHO nerkas, obHapyeHa
B 66% ciiyyaeB. Pa3mepbl aOpTbl NPeBbilWan TakoBble Yy MNaUMEHTOB C TPEXCTBOPYATbIM
aopTasnbHbIM K/lanaHoMm, CTeneHb pacluMpeHna KOTOPOK 3aBKcena oT HanumA, HO He OT
CTeneHu TAXeCTU aopTaibHOW HegoCTaTouyHOCTK [7].

MetaaHanu3 45 630 cnyyaeB ayToncuin no 6a3am AaHHbIx YyeTbipex cTpaH (CLUA, Bpa-
3unua, Bennkobputanua, MHamA) 3a nepuog ¢ 1928 r. no 1999 r. nokasan, yto pacnpo-
cTpaHeHHocTb AK coctaBsuna 0,81% (ON=0,5-1,2%, p<0,001, n=444). B BOCbMW1 BbINOS-
HeHHbIX € 1995 . no 2021 r. OxoKl-nccnegoBaHuAx B wecty ctpaHax mupa (CLWIA, Ncnan-
ava, Kanaga, Januna, Utanua, Kntan) cpean 296 245 naunentos JAK Boiasmunn y 1392, uto
coctasuno 0,61% (N=0,39-0,82%, p<0,001) [8].
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Takum 06pa3om, PacnpOCTPaHEHHOCTb MOopoka MeTogom IxoKl v npw aytoncuu
n3yyanacb 1 MPOJOKAET U3yUYaTbCA B Pa3HbIX BO3PACTHbIX MEPUOAAX B Pa3HbiX CTPaHaXx.

B KNTACCMOUKALNMA
[na nyywero NOHMMaHMA KNUHUYECKON KapTWHbI 1 MPOrHO3MPOBaHNA BO3MOMHbIX

OCJIOXKHEHWI 1 MPOAOIKUTENBHOCTM XU3HU NPEANIoKEHO HECKONbKO Knaccndukaumi

JAK. NMockonbKy ¢ JAK BO3MOKHa accouMmMpoBaHHasA aopTonaTa, BbIAENAOT TPY Fpynmbl

3aboneBaHui C KnanaHHO-aopPTaNbHbIM KoMMiekcom (puc. 1) [5]:

B 1-7 rpynna: KNnanaHHO-aopTasibHbIA KOMMNAEKC CUHAPOMHbIN, KOTOPbIA BCTPeYaeTca C
reHeTUYeCKUMN CUHAPOMaMK, 4acTo OOYyCNIOBNMBAOLWMUMY OCHOBHbIE KIIMHUYECKUe
NPOABMEHNA; C BPOXAEHHbIMIN MOPOKaMK cepAua, AnA KOTOPOro XxapakTepHa paHHAA
ONCPYHKLMA aopTanbHOro KnanaHa 1 pasBuTie OCIIOXKHEHWIA aopTonaTm (aHeBpu3-
Ma, ANCCceKUuns) B MONOAOM BO3pPacTe;

B 2-7 rpynna: TUMWYHbIN KNanaHHO-aopTaNibHbIA KOMMEKC, KOTOPbIN XapakTepeH AnAa
nsonunposaHHoro JAK, He accounnpoBaHHOro C Apyrummn 3aboneBaHUAMY; NPoOrpec-
CMPYIOLLYIO BaNnbBYNoMNaTuio U/UAM aopTOMaTUIO BbIABAAKT Y MONOAbIX M MOXUAbIX
nofel, OCNIOXKHEHNA BO3HMKalOT B N10O0I BO3pacTHOW nepuof, nostomy Tpebyetca
HabnogeHe;

= 3-g rpynna: He ANarHoCTUPOBAHHbIV NPU XKN3HW, BbIABIEHHbIN MPY ayTONCWW; WU He-
OCJIOXKHEHHbIN, NPOTEKALWMNIA Mano- nnm 6ecCMMNTOMHO, HEOCIIOXKHEHHbIN, BbIABIIEH-
HbI cnyyaHo nNpw obcnegoBaHNN.

B reHeTnuyeckon knaccnomkauum JAK nogpasgenserca Ha cnopaguyeckuin (Mnv nso-
NINPOBAHHbIN), CEMENHbIN HECUHAPOMHBIN UAN CUHOAPOMHbIN (paccMaTpmBalOT Kak ce-
MEWHbIN, aCCOLUNPOBAHHBIN C APYTUMN aHOMAaNNAMK, BKNOYaa CepAeYHO-COCYaNCTbIe
nedektol) [5]. HegaBHU MeTaaHanms, BKoYatowmin 23 HabnogaTenbHbIX MCCefoBaHWA,
nokasaJl, 4To pacnpocTtpaHeHHocTb JAK B cembax c ogHUM poacTBeHHnKom ¢ JAK cocTa-
Buna 23,6%, a pacnpoCTPaHEHHOCTb pacpeHns aopTbl — 29,2%. PoacTBEHHUKM NepBOm
NUHUM NaumeHToB ¢ JJAK umeloT NOoBbILIEHHBIN pUCK NogobHOro NopokKa, B 6,88 pasa npe-
BbllWaoWuin puck passutna JAK B nonynauum, u B 3,63 pa3sa 6onee BbICOKUN PUCK JNC-
cekumm aoptbl [9, 10]. OnpegeneHne HacneaCTBEHHOrO NAW CNOPaANYECcKoro CMHAPOMa
nnbo accoummpoBaHHbIX cocToaHMN npy JAK HeobxoaMMo, MOCKOSbKY pa3BuBaloLmecs
cepbe3sHble OCNOXKHEHWA MOTyT onpefenATb NPOJOMKUTENbHOCTb XM3HU MauUMeHTa, a
npu cemenHoOM Tune — ero POACTBEHHMKOB. Ha TeueHne camoro nopoka Takke BAUAIOT
accoummpoBaHHble 3aboneBaHus.

CnHgpomHbii JAK BbISBNAOT NPU HacNeACTBEHHbIX CMHAPOMAax 1 3abosieBaHuAX,
TaKUX Kak HacnefcTBeHHble NepBuYHble Kapanomuonatun. Di Zhang n coaBT. aHanun3m-
poBanu pe3ynbraTbl KINMHNYECKOro n IxoKl-nccnegoBaHnsa, BbIMONHEHHOIO B CEPAEYHO-
cocyancTom LeHTpe 3a 9 net. M3 3553 naumentos ¢ JJAK (npenmyLlecTBEHHO MY>KUKHbI
(80,7%)) y 57 (1,6%) obHapy»keHbl NPU3HAKK NEPBUYHbIX HAaC/IeACTBEHHbIX KapAnomMmona-
Tin: y 30 - runeptpoduueckon, y 19 — annatayMoHHON, y 8 — HEKOMMAKTHOrO MUOKapaa
nesoro xenygouka [11]. Mpu3Hakn ancoyHKUMM aopTanbHOrO KfanaHa v XPOHUYEeCKown
cepAeyvHo HelOCTaTOYHOCTY BCTPEYanucb YacTo No CPaBHEHUIO C NaureHTamn 6e3 Kap-
guomuonaTuii, Hanbosee BblCOKasA YacToTa aoOpPTOMNaTUN oTMeYeHa npu runeptpodurye-
CKOM KapAMoMMonaTum no CpaBHEHWNIO C ANAATaLMOHHON N HEKOMMAKTHbIM M1OKapAoMm
nesoro xenypouka (43,3%, 26,3%, 25% cOOTBETCTBEHHO).
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[1BycTBOpYaThHIN aopTasbHbI KnanaH

l

1-A rpynna — KnanaHHo-
aopTasibHbIN KOMMIeKC
CUHAPOMHbIN
(penko BcTpeyaeTca)

AccounnpoBaH c:

— reHeTUYeCKMMM CUHAPOMaMMn

— BPOX/AEHHbIMU MOPOKaMu
cepaua

— TAXKENOW KoapKTaLueit aopTbl

— paHHel gncdyHKymen
KnanaHa

— paHHeln nporpeccupytoLlen
aopTonatuen

YacTto y feten n monogbix
nopen

HabniogeHne Heobxoammo

YacTto TpebyeTtca paHHee
neyeHvie

M POAOIKUTENBbHOCTb XXU3HU
YMeHblUeHa

Bbicokuni puck MHGEKLMOHHOro
3HAOKapANTa, AncceKLnmn
aopThl

l

2-a rpynna — TUNUYHbIN
KranaHHO-aopTasibHbIN
KOMMEKC — N30/IMPOBaHHbIN
HecrHApoMHbIi JAK (Hanbonee
pacnpoCcTpaHEHHbIN)

Mporpeccupytowas
Ba/bBy/0MaTnA u/unu
aopTonatua

Bctpeyaetca y monogbix/
NOXWUNbIX Nogen

HabniogeHne Heobxoammo
O6bluHO TpebyeTcs neveHne

MPOAOIKUTENBHOCTb XU3HM
06blYHan

BblCcOKMIN pUCK MHGEKUMOHHOTO
SHAOKapAUTa, ANCCEKLMMN
aopTbl

l

3-Arpynna -
HeLMarHOCTUPOBAHHbIN
1 HEOCSIOXKHEHHbI
(peTpocneKkTnBHOE BbIBNEHME)

BeccumnTomHoe TeueHne

Msarkasa nnn
Henporpeccmpyowas
BaJibByfi0aopTONaTnA

OTCyTCTBYET KIIMHUYECKas
MaHudecTauuna

[narHocTtrka npv aytoncum
VNN cnyvanHas

HabniogeHue B cnyvae
[ONarHOCTUKM TpebyeTcs

Puc. 1. Fpynnbi naumnenToB ¢ [JAK, BcTpeyalowmecs B KNMHNYECKOI NpaKTKe, BO3pacT NaLeHToB, pUCK
OC/I0XKHEHUI, He06XoAMMOCTb B HAGNIOAEHUN N NeYeHnn
Fig. 1. Groups of patients with BAV encountered in clinical practice; age of patients, risk of
complications, need for monitoring and treatment

PacnpoctpaHeHHocTb [JAK npu OCHOBHbIX reHeTU4eCcKUX cnHgpomax [12]
Prevalence of BAV in the main genetic syndromes [12]

CuHgpom leHeTnuyecKoe npouncxoxpeHue PacnpoctpaneHHocTb [1AK, %
Turner’s MoHocomua X 15-30

MapdaHa FBN1 1,8

Loeys - Dietz ngl;Bg; ,TGFBR2, TGFB2, TGFB3, 10-30

Komnnekc Shone’s NOTCH1 50

Andersen’s KCNJ2 10
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Mpu reHeTMYECKNX CUHAPOMAaX U XPOMOCOMHbIX 6one3sHax IAK BcTpeuaeTca C pa3nmy-
HoW yacToTom (cm. Tabnuuy).

Mpu cuHapome TepHepa oTMeYaloT Camyto BbICOKYIO pacnpocTpaHeHHoCTb [JAK cpeau
reHeTnyeckux cnHapomos. JAK ¢ HapyleHuem byHKUMK KnanaHa BcTpeyaetca 'y 15-30%
nauneHToB C cMHapomMoM TepHepa. CuHApom TepHepa OTHOCUTCA K XPOMOCOMHbIM 3a-
6oneBaHNAM C MOSIHON WAN YaCTUYHON MOHOCOMMEN X-XPOMOCOMBbI, BCTPeYaeTca C Ya-
ctoTtoi 1: 2000 HOBOPOXAEHHDIX 1 XapaKTepusyeTca AncreHesnen ANYHNKOB, HU3KOPOC-
noctbto 1 6ecnnogmem. MNauneHTsl C cuHapomom TepHepa MMEIOT B OHTOreHe3e BbICOKUIA
PUCK CepAeYHO-COCYANCTON BPOXKAEHHOW U NpuobpeTeHHoW natonorun. MHoroneTHee
HabniopeHne 3a 3439 XeHWMHaMK C CMHAPOMOM TepHepa MOKasano, YTO MPUYMHON
cmepTr 41% naureHToB ABUNNCH 3aboNeBaHNA CepAeUYHO-COCYANCTON CUCTEMDI, TPEnMY-
LeCTBEHHO NaTONOrMN aopTasibHOro KnanaHa n aopthl [13].

Ona cnHppoma MapdaHa, reHeTuyeckoro 3abonesaHus, BbI3BaHHOrO aHOMasnvei co-
efMHUTeNbHOM TKaHu (MyTauuein B reHe FBN1), JAK paHee cuutanu 6onee pacnpoctpa-
HeHHbIM, Yem B o6LLel nonynAumu [14]. HegaBHee KpynHoe nccnefoBaHve, BKlOYaBLIee
1437 nauneHToB € cuHapomom MapdaHa ¢ myTaumeli reHa FBN1, npogemoHcTpupoBa-
no, uTo pacnpocTtpaHeHHocTb [JAK coctaBuna 1,8%, uto NogobHO TakoBOMY B MoOnNyns-
uum [15]. MakcumanbHbI AnameTp KOpHA aopTbl U z-6ann npeobnagany y naumeHToB
BCEX BO3PACTHbIX rpynn npu cuHgpome MapdaHa ¢ IAK no cpaBHeHMIo ¢ NauneHTamm ¢
TPexcTBOpYaTbiM aOPTabHbIM KnanaHoM. Y naumneHToB ¢ cuHgpomom MapdaHa BbiaBmnm
nperMyLLecTBEHHO CpalleHe NPaBor U NEBON KOPOHaPHbIX CTBOPOK (77%) aopTanbHO-
ro KnanaHa, aHasiornyHoe Tomy, Kotopoe npeobnagaeT npu nsonuposaHHom JAK [16].

Hannune OAK npu cuHgpome MapdaHa obycnosnusano 6onee taxenbii GbeHOTMN
aHeBPU3Mbl aopTbl, TPy XUPYPruyeckoro neveHma B 6onee monogom Bo3pac-
Te [15].

CuHppom Loeys — Dietz oTHocuTca K 3aboneBaHWAM C ayTOCOMHO-AOMUHAHTHbIM
HacnefoBaHveM, 0OyCNOBIEHHbIM MyTaLUAMU C BapuabenbHOW 3KCNpeccren B reHax
TGFB-peuentopos | (TGFBR1) u Il (TGFBR2), reHa nuraHaa TGFB2, TGFB3, reHa gekaneH-
Tannernyeckoro romonora 2 n 3 (SMAD2, SMAD3). lNpeanonaraiot, YTo cMHZpom Loeys —
Dietz oTHOCMTCA K peAKMM HacneACTBEHHbIM HapyLIEHWAM COeAMHUTENbHON TKaHWU Y
BCTpeyvaeTca yactotom <1 Ha 100 000 HaceneHua. CpegHAA oxngaemas NpoJo/mKnTeb-
HOCTb XW3HW cocTaBnAeT 37 NeT, YTO 3HaUYMTe/IbHO MeHbLUe NO CPAaBHEHMIO C IeYeHbIM
cuHgpomom MapdaHa (72 roga) u cocyamncTbimM TUNOM cCMHAPOMa dnepca — [laHno (48 neT)
[17, 18]. BpoxkaeHHble NopoKmM cepaua (AByCTBOPYATLIN aOpTasbHbIN KnanaH, OTKPbITbIN
apTepuanbHbI NPOTOK, AedeKT MexXnpeacepaHon NeperopoaKu), NPUoBpPeTEHHbIN CTe-
HO3 KflamnaHa Iero4yHomn apTepumy BCTPeYaloTca valle y naumMeHToB ¢ CMHAPOMOM Loeys —
Dietz no cpaBHeHuto ¢ cuHapomom MapdaHa [18, 19]. AAK BcTpeuaetca y 10-30% nauu-
eHTOB C cnHapomoM Loeys — Dietz [20]. PaclumpeHne KOpHA aopTbl Ha YPOBHE CUHYCOB
BanbcanbBbl Npy pa3Hbix TMNax cuHapoma Loeys — Dietz o6Hapy»«uBatoT B 95-98% cnyua-
€B, MopaXeHne H1UCxoaAaLLel 1 OPIOLLHOM aopTbl BCTpeYaeTcA 3HaunTeslbHo pexe. K npu-
YMHaAM CMePTW OTHOCAT pacCioeHne UK pa3pbiB aHEBPU3MbI FPYAHON aopThl (Hepeako
6e3 NnpeALWecTBYOLLEro 3HaUUTENBHOTO pacMPeHNa COCYAa), APYrUX apTepuii cpeiHero
N KPYNHOro Kanubpa ¢ pa3BrTrEM BHYTPUUYEPENHbIX KPOBOU3NUAHMI [21].

Komnnekc Shone’s Bctpeuaetca B 0,7% ciiyyaeB BCeX BPOXAEHHbIX MOPOKOB cepa-
ua 1 npepacraBnaeT cobon KoOMOMHaUMIO aHOManuiA NeBbIX OTAENOB cepfua 1 aopTbl.
Komnnekc Shone’s BcTpevaeTcs B BUfe NOHOIO BapuaHTa (KoapKTauma aopTbl, CTEHO3

270 "Cardiology in Belarus', 2026, volume 18, No. 2



0630pbl 1 neKumu
Reviews and Lectures

KnanaHa aopTbl, «MapaLllioTo06pasHbIf» MATPANbHbIA KnanaH 1 HagKknanaHHoe MUTpasb-
HOe KOJbL0) U HENOMTHOTO (2 NNK 3 aHOManNuM U3 NepeynCsieHHbIX paHee), NP KOTOPOM
ob6a3aTenbHa 0OCTPYKLUMA KPOBOTOKA B NIEBbIX oTAenax cepaua [22]. MonHbI 1 HeNoNHbIN
BapMaHTbl COYETAIOTCA C APYIMMN CEPAEYHO-COCYANCTbIMM aHOMaNAMK, B TOM ymncne ¢
JAK. Xnpypruyeckan KoppeKLmsa NOPOKOB 1 aHOMaMin, Kak NpaBuio, NPOBOAUTCA B fiET-
CKOM BO3pacTe.

CnHgpom Andersen’s — Tawil OTHOCUTCA K pefKnM reHeTUYeckum 3abonesaHuam (1 :
1 000 000 HaceneHwuA), AnA KOTOPOro XapaKTepHbl MPU3HaKN AucmopdoreHesa, npexoaa-
WM Napanuy MyckynaTypbl, yannHeHue nHtepsana QT, coveTatoleecs ¢ BbICOKOaMMNu-
TyaHbIM 3y6uom U 1 xenygoukobiMu aputmuamin [23]. Hanbonee pacnpocTpaHeHHbIM
nopokom cepaua npu cuHapome Andersen’s apnaetca JAK.

MeHOTMN reHeTNYeCckoro CMHAPOMa C XapaKTepHbIMW Npr3HakaMu, HepeaKo cemelt-
HbI aHaMHe3, MONIeKyNIAPHO-TeHeTMYeCcKoe nccnefoBaHme HeobxoayMbl AA ANArHoOCTU-
K1 Npy NoJo3peHnn Ha CUHAPOMHbBIN JAK. KnnHnueckne cMMnToOMbl 1 MPU3HaKKW accouu-
npoBaHHoro 3abonesaHua npu cuHapomHom JAK Hepefko npeobnafaloT U okasblBatoT
onpepensaiollee BANAHUE Ha BbIGOP NleUebHOM TaKTUKM U NPOJOIHKUTENIBHOCTb »KN3HU
naymeHTa.

Y 60nbWINHCTBA Ntofel BCTpevyaeTcs HecMHAPOMHbIA JAK, cnopaguyeckunin nnm ce-
MeWHbIn. HecnHapomHbii JAK cnopagnyeckuin npoTekaeT 3oanpoBaHHO U B KOMOU-
HaL KM C ApYrMmK, 4acTo NEBOCTOPOHHNMIM MOPOKaMU CepALa U/unm KoapKTaumnein aopTbl.
Mpwn cemenHom Tnne HecuHgpomHoro JAK cpean poacTBeHHUKOB NEPBOW IMHUN YacTo
BbIABNAIT MaUMEHTOB C TAXENbIM/A NEeBOCTOPOHHUMU MOPOKaMK cepiua: CTEHO3 MU-
TPanbHOro KfanaHa, CTEHO3 aopTafibHOro KnanaHa, KoapkKTauma aopTbl (7%), KoMnnekc
LLloHa, OTKpbITbIN apTepuranbHbi NPOTOK (8,5%), aHomManm mutpanbHoro Knanaxa (11%),
nedekT mexkenynoukoBol neperopoaku (14%) [24].

Pa3Hoo6pa3me cHapoMOB 1 3aboneBaHnit, AnA KoTopbix JAK ABNAETCA KNMHUYECKUM
NpoABIEHNEM WU accoUMMPOBaHHbIM 3aboneBaHnem, onpegenseT ANarHOCTUYECKMIA
nyTb 06cnenoBaHnA NaumeHTa. BHelwHe NPU3HaKM NPU FeHeTUYECKNX HapyLLUEHUSAX, CU-
CTeMHble NpoABNeHNA 3abonieBaHNA, Hannune Apyrnx NOPOKOB cepaLa U 3MeHeHuin
MMOKapAa NO3BONAAT CBOEBPEMEHHO ANArHOCTUPOBATb MNATONOIMIO.

B TUMbl U OEHOTUMNbI ABYCTBOPYATOIO AOPTAJIbHOTIO KJTATTAHA
AHaTommnyeckune ocobeHHocT [JAK BAnAOT Ha OMOMexaHUKy U reMognHaMmyeckmne
HapyLlleHns, noABnAlLWmneca B pesynbraTe Nopoka pa3BuTMA KnanaHa. KnanaHHaa Knac-
cndurkauuma, cornacHo MexzayHapoaHOMY KOHCEHCYCY Mo HOMeHKnaType 1 Knaccuouka-
LN BPOXAEHHOro ABYCTBOPYATOrO aOpTaibHOMO KNamnaHa 1 CBA3aHHbIX C HUM aopTona-
TUI, ANA KINHNYECKNX, XNPYPTUYECKNX, NHTEPBEHLMOHHbIX N NCCIefoBaTeNbCKIMX Lienen
(2021 r.) paccmatpuBaet Tpu Trna OAK, KaxAblil U3 KOTOPbLIX MMEET onpefesieHHble peHo-
Tunbl [5] (puc. 2):
= 1-11 TMn (90-95%): co cnMAHNEM 2 HEOAMHAKOBbIX NO pa3mepy CTBOPOK, MeXAy KOTO-
pbiMK MeeTCA WOB (BPOXKAEHHbI GUOPO3HDIN rpebeHb), C TPeMA aopPTaNIbHbIMU CU-
Hycamui; BbienaoT Tpy GeHoTUNa — CInAHUE NPaBon 1 NEBO KOPOHAPHbIX CTBOPOK
(70-80%), KOpPOHapHbIe apTEPUM OTXOAAT OT OJHOrO UM 060UX CUHYCOB BanbcanbBbl;
CN1AHWE NPaBO KOPOHAPHOM N HEKOPOHapPHOM CTBOPKM (20-30%), cnuaHmne neson n
HEKOPOHapHOW CTBOPKMK (3-6%);
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= 2-i TMn (5-7%): ABe U3HaYanbHO pPa3BUTble OANHAKOBbIE CTBOPKN 1 Ba aOPTaibHbIX

CUHyca BanbcanbBbl, LWOB OTCYTCTBYET; NpeAcTaBneH AByMA GeHoTUNamu — nateposa-

TepasibHbIM, PV KOTOPOM KOPOHapHble apTepun OTXOAAT N3 Kax4oro 13 AByX CUHY-

COB, 1 NepeaHe-3afHNM, KOPOHapPHble apTepun OTXOAAT OT KaxJoro 13 CUHYCOB U

npasas KopoHapHaa apTepusa 1 obLWMIA CTBON JIEBOWN KOPOHAPHOM apTepun HaunHa-

l0TCA OT NepefHero CMHyca;
®  3-/A TN (pacnpoCTpaHeHHOCTb HEM3BECTHA): C YaCTUYHbBIM C/IMAHMEM CTBOPOK Y OCHO-

BaHMsA, LWOB MeHee 50% ANVHbI CTBOPKM, MO BHELUHEMY BUAY HanOMUHAeT TPEXCTBOP-

yaTblll KnanaH, HO OTBePCTUE KJlanaHa Nno pasmepy MeHbLUe Mo CPaBHEHMIO C MOpGO-

NOrnYecky HopMasibHbIM KlanaHoM.

Hannune ¢nbposHoro wea npu 1-m 1 3-mM TNe NPOrHOCTUYECKN HebnaronpuaTHo,
MOCKOJIbKY €ro cumTaloT NpeaukTopom ANCOYHKUMM KnanaHa v NOBbILWEHHOW YacToThl
XVPYPruyeckoro neyeHna Ha knanaHe n aopte. OT pacnonoXeHna LWBa 3aBUCUT Xapak-
Tep anchyHKUMM KnanaHa (pa3BuTre CTeHO3a UK HeocTaTouHocTH) [25]. OcnoXHeHuA
ancdyHKumA kKnanaHa npu JAK 3aBMCAT OT TUNa cpaLleHna CTBOPOK KnanaHa 1 deHoTmna.
CnuaHue nNpasoli 1 NIeBON CTBOPKM YaCTo CBA3aHO ¢ GOpMUPOBaHMEM aopTaJIbHOrO CTe-
HO3a 1 aopTasibHOW peryprutaummy, paclUMpeHnemM KOpHA 1 pa3BUTMEM aHEBPU3M KOPHH,
BOCXOAALLEN aopTbl 1 Ayrun aopTbl [26, 27].

[lBycTBOpYaTbIN aOpTasbHbIV KNanaH,
TUMbI U GeHOTUMbI

¢ ! ¢

3-1 1N (YacTUYHOE CNnAHne

1-1 T1in, 90-95% 2-n 11N, 5-7% CTBOPOK)
— 3 aopTasnbHbIX CUHYCa — 2 aopTanbHbIX CUHYCa — 3 aopTanbHbIX CUHYCa
— 2 CTBOPKM HEOAMNHAKOBbIX — 2 CTBOPKU NPUMEPHO — 3 CTBOpPKM, YacTo
pa3mepa 1 Gopmbi O[MHaKOBbIX pa3mepa CUMMETPUYHbIE
— 2 KOMUCCYPbl 1 Gopmbl — 3 KOMWCCYPbI, 2 HOPMasnbHble,
— LWOB BUAMMbIN NN — 2 KOMUCCYpbI 3-A cpocwascsa (<50% no
HEeBUAUMbIN — LUOB OTCYTCTBYeT LnViHe)

— OB ManeHbKnin

' ' '

®eHoTunMbI
— CvAHMeE NPaBoii 1 NeBon QeHoTUNbI )
CTBOPKM (70-80%) — naTepo-natepasbHbii MeHoTuNbI .
— CAMAHWE NPaBOV U HEKOPO- (Hanbonee ; — YacTnyHoe cnnsiHme (<50%)
pacnpocTpaHeHHbiI) Komuccyp

HapHo cTBOpKY (20-30%)

— CNUAHME NIeBOW U HEKOPOHapP-
HOW CTBOPKM (3-6%)

— HeomnpepaeneHHoe CvsHne
CTBOPOK

— nepepHe-3agHNN

Puc. 2. Tunbi n peHoTunbl [AK
Fig. 2. BAC types and phenotypes
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Haunbonee pacnpocTtpaHeHHbIM cpean peHOTUNOB aopTonaTuin (HopmanbHasa LWNPK-
Ha aopThbl, pacluMpeHne BoCXodALLe aopTbl, pacluMpeHre KOPHA UamM gyru aopTbl) Npu
AncdyHKL MM KnanaHa (CTeHO3 NN HeJOCTaTOYHOCTb) ABNAETCA CINAHME NPaBON 1 1IeBOWA
CTBOPKM aopTafibHOro KnanaHa. CraTucTnyeckn yawle cnmaHue npason 1 NeBON CTBOPKN
NPUBOANT K Pa3BUTUIO aOPTaSIbHOrO CTEHO3a, Y HeOONbLLIOW AONN NaLMEeHTOB, Npenmy-
LLIeCTBEHHO MY>KCKOro nona (geter 1 B3poCabiX), OH aCCOLMNPOBAH C paclupeHnemM Kop-
HA aOpPTbl U a0OPTaJIbHOM HEAOCTAaTOYHOCTbIO [24]. OTOT PpeHOTUN YacTo BCTpeyaeTca Npu
reHeTnyecKnx cMHgpomax: cuHapome TepHepa 1 komnnekce LoHa, a Takke y ntogen ¢
cuHapomom [layHa [28]. Y geTen cnnaHue npaBoin 1 NeBOW CTBOPKM CBA3AHO C KOApKTa-
uuert aoptbl. B 20-30% cnyyaes npu JAK onpefensaioT civaHMe NpaBoi N HEKOPOHAPHOW
CTBOPKMU, Honee pacnpocTpaHeHHoe cpean a3vaTCKoM NOMyNALUN U YacTo CBA3AHHOE C
aopTasibHbIM CTEHO30M Y B3pocC/bIx [25, 29].

CnuAHne NpaBon N HEKOPOHAPHOWN CTBOPKK BCTpeyaeTca B 20-30% cnyyaes [JAK n
acCcoLMMPOBAHO C BbICOKOW PacnpOCTPaHEHHOCTbIO aOPTaNibHOrO CTEHO3a Y B3POCbIX,
ObICTPbIM MPOrpeccupoBaHneM aopTaNibHOM peryprutaumun. Y geten npu stom deHoTmne
OTMeyaloT HbICTPOE NporpeccMpoBaHe aopTasibHOrO CTEHO3a U aopTaNbHON perypruta-
uuwn [1, 31.

CnusAHve neBomn 1 HEKOPOHaPHOW CTBOPKU ABMAETCA HaMMeHee pacnpPOCTPaHEHHbIM 1
BCTpeyvaeTca y 3-6% naumeHtos ¢ JAK [5].

Bropoin TmMn cnvAHUA CTBOPOK aopTaNbHOro KnamnaHa — 2-CUHYCOBbIN, BCTpevaeTca
pefko 1 He npegnonaraeT CNAHWA CTBOPOK. [10 BHelwHeMy BuAy 2 CTBOPKM NPUMEPHO
OOMHAKOBOro pasmepa 1 Gopmbl C ABYMA CHyCcamm 6e3 LwBa, COOTBETCTBEHHO Pacnoso-
XeHWo CTBOPOK BbIAENAIOT NaTeponaTtepasnbHbIi 1 nepeaHe-3agHUN GeHoTunbl. HayuHble
JaHHbIe O KNIMHNYECKOM NPOrHOCTNYECKOM 3HaYeHM 1 accoumaumax 2-cmHycosoro JAK
OTCYTCTBYIOT [5, 26].

Mpun YacTMYHOM CANAHMM CTBOPOK aopTanbHOro KnanaHa tmn JAK BbigeneH HefasHo,
pacnpocTpaHeHHOCTb Hen3BeCcTHa. DTOT TUN KnamnaHa nofobeH TpexcTBopYaTomy C Tpe-
MA CUMMETPUYHBIMY CTBOPKaMW, MPY NCCefoBaHMM (BO BpeMA KapanOXUpypruiyeckoro
BMeLlaTenbCTBa AN NPK BU3yanusaumm MeTogamu € BbICOKAM pa3spelueHvem — KT, MPT)
onpepgenaeTca YacTnuHoe (<50% AnnHbI) cpalleHne CTBOPOK Y OCHOBaHMA KOMUCCYP C
0o6pa3zoBaHMeM «MUHUK-WBA». ITOT TN JAK He Bcerga pacrno3HatoT npu IxoKI, HO OH ya-
CTO accoummnpoBaH c aoptonatuen [30, 31].

Casb mexay dpeHotunom JAK n knanaHHom ancoyHKUMeERN BbIABNANM B METaaHanmse
Z. Mai n coaBrT. [lockonbKy pe3ynbTaTbl MHOTMX NCCNEfOBaHNN NPOTMBOPEUYUBbIE U CBU-
[eTeNnbCcTBOBANN O TOM, UTo PpeHoTunbl JAK nmetoT pasnnyHoe cooTHoLeHne ¢ ANChYHK-
umer KnanaHa, BbiNosHeH aHanu3 13 nccnegoBaHun € BU3yanmsaunen cepgua metogamm
TpaHCTOpakanbHoW 1 upecnmiieBogHon IxoKr n KT. Pe3ynbTaTel MeTaaHanm3sa nokasanu,
4TO MpK CNAHUK NpaBol 1 nesol cTBopky [AK vacTo Habnoganu aopTanbHyto peryp-
rmTaumio, a y nauMeHToB CO CNAHMEM MPaBON U HEKOPOHAPHOW CTBOPKM — aopTabHbIN
cTeHo3. K Tomy e npu [JAK co wBeom BbiABUNM Gonee BbICOKYIO 4acTOTy aopTalibHOW pe-
rypruTaumm, B TO BpeMs Kak Ha 4acTOTy aopTalibHOro cTeHo3a WoB He BnusAn [32]. Hanbo-
nee yacTbiM ocnoxHeHnem JAK y B3pocnbix AaBnanacb AncoyHKLMA aopTaibHOro Knana-
Ha (TAXenblli aopTanbHbIV CTEHO3 UK pexe TAXeNnaa aopTanbHas peryprutauus, nndo mnx
KOMOMHaLua), Npy KOTOPOoW 53% naumeHTOB HyAanncb B XMPYPrnyeckom BOCCTaHOBIe-
HUWN pacWMPEHHON aopTbl UK 3aMeHe aopTanbHOro Knanaxa [26].
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Y nauuenTtoB ¢ JAK 1 maccnBHoW KanbuudmrKaLmeln KnanaHa o6Hapy»KeHbl BbICOKME
YPOBHIW XOnecTeprHa, MNONpoTenoB HN3KOW MIOTHOCTUA M BbICOKOUYBCTBUTENbHOMO
C-peakTtuBHOro 6enka. [oBbieHHbIN YpoBeHb C-peakTBHOro 6eika BbiABUM Y NaLeH-
TOB C YyMEPEHHOW UNK TAXKeNomn KanbundukaLlmen, Ho ero 3HauyeHre He KOppPEenupPoBaso C
AMamMeTpOM aopTbl, BO3PaCcTOM, NMOMOM, MHAEKCOM Maccbl Mrokapaa [33, 34]. Pesynbrathl
nccnefoBaHmA NoCUNTaN NOAE3HbIMU AS1A NPOrHO3UPOBAHMA KanbUudrKaLumum aopTanb-
HOro KnanaHa y naumenTos c JAK.

B AOPTONATKA

AopTonaTven Ha3biBalOT NPOKCMManbHOE pacluMpeHne aopThl C AnameTpom >40 MM
W/Vinn NHBEKCMpPYyeMbIM ANAaMeTPOM aopTbl, MpeBblwatowmm 21 mm/m? [35]. Y naymeHToB ¢
JAK aopTtonaTtua BcTpevaetca B 20-84% cnyyaes [24].

PacwmpeHmne KopHA nnn BOCXOAALLEN aOPTbl CUMTAIOT JIEMKMM B CllyYae, eCnun 3Have-
HUe guMameTpa HaxoAUTCA MeKAy BEPXHUM npedesioM HOPMbI, 3aBUCALMM OT BO3pac-
Ta, pa3Mepa Tefna 1 nosa naumeHTa, u 45 MM; yMepeHHbIM — Npu gnameTtpe ot 46 MM o
50-54 Mm; TAXenbIM NPy AUameTpe =55 MM, ecnn HeT ConyTCTBYIOLWMX GaKTOPOB PUCKa,
N TaKXKe TAXenbiM Npu grnameTpe =50 MM, ecniv ecTb conyTcTayioLme GakTopbl pucka (fito-
6o 13 HUX). K pakTopam prcka, KOTopble YBENMUYMBAIOT BEPOATHOCTb aopTabHbIX OC-
NOXHeHnn y naumeHToB ¢ JAK ¢ TMNnn4HoM BanbBynoaopTonaTunen, OTHOCATCA «KKOPHEBOM
deHoTMN» aopTONaTUK, TAXENan aopTasibHaa peryprutaumsa, HeKOHTponupyemas runep-
TEH3UA, TMYHbIN aHAMHE3 KOapKTaLMy aopTbl, CEMeNHbI aHaMHe3 ANCCEeKLUN aopTbl UK
paHHAA HeoO6bACHUManA BHE3aNHaA cepaeyHas cMepTb, MO0 yBenmyeHre KOpHA Nnmn BoC-
xogawen aoptbl =0,3 cm/rog [5, 35].

Pacwmpenmne aoptbl npu JJAK HaumMHaeTca ¢ 4eTcKoro Bo3pacTta 1 nporpeccmpyet no-
CTeneHHO MNoA BNVAHWEM U3MEHEHWI CTPOEHMA COCYAUCTON CTEHKN, 06yCnoBieHHOM re-
HeTUYECKNMW HapyLLEHUAMW, N FTEMOANHAMMNYECKOro BO3AENCTBMA (SKCLEHTPUYHbIN NO-
TOK KPOBW, aHOMaJIbHble HanpsAXeHne caABUra M CKOpoCcTb NOTOKa 1 Ap.).

KnnHnuecknmm nposasneHnamm aoptonatuu, Bctpevatowenca B 40-70% cnyyaes npu
[AK, ABNA0TCA paclumpeHne KOpHA, BOCXoAALLEel aopTbl U GOPMUPOBaAHNE OCNTOXKHEHNIA:
aHeBpPU3Mbl, ANCCEKLUN 1 pa3pblBa aopTbl. KOppPeKTMpPOBaHHbIA MO BO3pPacTy OTHOCK-
TeNbHbIM pUCK 0bpa3oBaHuA aHeBpm3Mbl aopTbl Npy JJAK B 80 pa3 Bbille MO CpaBHEHUIO
c obuwen nonynaumen [5]. CKopocTb NporpeccMpoBaHnA paclumpeHus aoptbl npyu JAK
BblLLE NO CPaBHEHMIO C NaLMeHTamMm C TPEXCTBOPYATbIM aOpTaibHbIM KflanaHoM 1 gereHe-
paTMBHOWN aHEBPU3MOM aopTbl U cocTaBnsaeT B cpefHem 0,3-0,8 mm/rog [3, 8].

Pe3ynbTaThl uccnegoBaHua rpynn c aoptonatuent n IAK ceugetenbcTBytoT 06 nx Heoa-
HOPOAHOCTK, YTO Bbi3blBaeT TPYAHOCTM B NPOrHO3MPOBAHWUM PUCKA PA3BUTUA OCIOXKHe-
HUM aopTonatun. CtpatndmrKauma pmucka 1 Bblbop neyeHus aoptonatm npu JAK ocHoBa-
Hbl Ha NoOKa3aTenie AnameTpa aopTbl (6onbluni grnameTp obycnosnreaeT 6onee BbICOKMNA
puUcK cobbiTnin) 1 onpefeneHmmn deHoTMNa aopTonaTum.

HeobxognmocTb pacno3HaBaHuna ¢eHOTMNOB aopTonaTtny oOyclioBeHa TeM, YTO UX
Hanuume 1 accoumauma c onpeaeneHHbIMY Tnamm u GeHoTNaMn KnanaHoB onpegensaet
KNuMHMYecKkune ncxopbl ana naumerTtos ¢ AK [36]. Viccneposatenu y 60nbluMHCTBA Nauu-
€HTOB paccMaTpMBalOT ABa OCHOBHbIX deHoTMNa aopTonaTum [5]:

" nepBblii — eHOTUN BOCXOAALLEN a0PTbl, IPY KOTOPOM NPOUCXOAUT pacluMpeHmne BoC-

XopALLel aopThl Bbille CUHO-TYOYNAPHOro coeAnHeHNs, HepeaKo pacnpoCcTpaHAeTCA

Ha Ayry aopTbl, BCTpeyaeTca B 70% cnyyaes aopTtonatuin npu JAK;
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B BTOPOWN — pacliMpeHne KOPHA aopTbl («<kopHeBoW» ¢eHoTuN), coctaBnsaeT 20-30%
aoptonatui npu JAK, nspegka BoBfiekaeT B NpoLecc BEHTPUKYNO-aopTasibHOe COo-
eanHeHue (KonbLo aopTasibHOMo KnanaHa).

Tpetun deHoTVN (peaKo BCTpeyaeTca) — pacMpPALLMIACA, XapaKTepu3yeTca pacluu-
peHneM KOpPHs, BOCXOAALLEN aopTbl 1 Ay a0pTbl, accouumnpoBaH ¢ peHotunom JAK, npu
KOTOPOM HabnoaaloT CAnsHME NpPaBoli M HEKOPOHAPHOW UM NEBON U HEKOPOHAPHOW
cTBOpKM [3, 51.

Mpwn nepBom, Hanbonee pacnpocTpaHeHHOM deHOoTUNe OTMeYaloT NpPorpeccupy-
oLyt Kanbundukaumio KnanaHa c pa3BuTieM aopTasbHOro CTeHO3a U aCUMMETPUY-
HOrO paclWnpeHna BOCXOAALEN aopTbl, CMHYCbl BanbcanbBbl HOPMasnbHbIX Pa3mMepoB
WU paclinpeHbl He3HaunTenbHo [37]. eHOTUN BOCXOoAALLEN aOpTbl pa3BMBaETCA Npu
no6om Tnne n peHotune JAK, 4acto Npu CANAHUN NPaBON N HEKOPOHAPHOW CTBOPOK.
Kanbuyunéurkaums knanaHa (27%) ¢ popmmnpoBaHMeM aopTanbHOIro CTEHO3a NOABNAETCA
y nauveHToB ¢ JAK Ha gecATuneTre paHblue Mo CPaBHEHMIO C TIOAbMU C TPEXCTBOpPYA-
TbIM AaOpPTaSibHbIM KNanaHOM U CcBA3aHa ¢ aKTopammn prcka, OObIYHbIMM A NOXUIbIX
nogen (Bo3pacT, apTepuanbHana runepteH3uns, guabet, gucnunugemus, Kypenue) [25].
Taknm o6pasom, GpeHOTUM, NPU KOTOPOM pacClUMpPAETCA BOCXoAsLaA aopTa, XapakTe-
peH Ana nogen noxxmnoro Bo3pacta [5]. AopTonaTuio BbIABAAIOT CllyYaliHO, B TeYeHune
ANNTENIbHOTO BpeMeHW Nocsie NpoTe3npoBaHNA aopTaibHOro KflarnaHa OHa OCTaeTcA
KOMMeHcMpoBaHHoON [38]. PaclwumpeHne aopTbl Npu nepsom GpeHoTMMNe NPOUCXoanTt
MeZNeHHO, NPenMyLLeCTBEHHO 3a CYeT reMOAMHaMUYEeCKNX HapyLLeHnin, obycnoBneH-
Hbix JAK.

BTopoin, nnn «kopHeBom», GeHOTUN XapakTepusyeTca paclumpeHnem KOpHA aopTbl
Ha YpOBHe CMHYCcOB BanbcanbBbl, peryprutauuneit Ha aopTasbHOM KnanaHe, pa3BuBaeT-
CA YacTo NpU CINAHUN NPABOW 1 NIEBON KOPOHAPHbIX CTBOPOK U peaKko Npu CAMAHUN
npaBow U HekopoHapHom ctBopku JAK [35]. DeHOTMN BCTpeyaeTca NpenmyLLecTBeH-
HO Yy MY>XUMH MONoAOro Bo3pacTta, nogobeH TakoBoMy npu cuHapome MapdaHa, yacto
OC/IOXKHAETCA aucceKkumen aopTbl [5, 39]. PaclwmpeHune aopTtbl 06ycnoBNeHO reHeTuye-
CK/MW HapyLeHMAMMY, Bbi3blBAOWMMU U3MEHEHNA CTPYKTYPbl COEANHUTENBHON TKaHW,
N npoucxoaut 6onee GbICTPLIMK TEMMaMM MO CPABHEHWUIO C NepBbiM GEeHOTUNOM aop-
Tonatun. PUck pa3sutua gnccekumn aoptbl B 10 pa3 Bbile NO CPaBHEHMIO C NEPBbIM
¢deHoTmnom [40].

A. Evangelista n coasT. BbiInonHUAM aHanu3 IxoKl-nccnepoBaHunsa 852 naumeHToB C
DAK (cpepgHuin Bo3pacT 47,4+16,8 rona, 70,2% My4MHbl) C onpegeneHnem Tuna u peHo-
TUNa aopTaNbHOrO KnanaHa, U3MepeHnemM WNPUHbI aOPTbl HAa YPOBHE KOPHA C pacyeTom
z-6anna (pacwmpeHnem cumTann npu z =2), BOCXOAALeN aopTbl. ABTOPbI onpeaenmnm
npu nepsom Tune JAK yactoTy Tpex ¢eHOTMNOB: CIMAHME NPaBOW 1 NEBOWN CTBOPKU B
72,9%, npaBoW 1 HEKOPOHAPHOWN CTBOPKK B 24,1%, NeBON 1 HEKOPOHAPHOW CTBOPKN B
3,0%. Mpn MHOromepHOM aHasnun3e BbIABUIW, YTO aopTanbHaA perypruTtauma (23%) cea-
3aHa ¢ Myxckmum nonom (OP: 2,80, p<0,0001), nponancom aopTtanbHoro KnanaHa (OP:
5,16, p<0,0001); aopTanbHbI CTeHO3 (22%) — C $EHOTMNOM CINAHKA NPaBON N HEKOPO-
HapHou ctBopku (OP: 2,09, p<0,001), Hanuuuem wea (OP: 2,75, p<0,001), Bo3pactom (OP:
1,03, p<0,001), ancnunugemmen (OP: 1,77, p<0,01), kypeHnem (OP: 1,63, p<0,05) [25].

N3mepeHue BocxopaLLeln aopTbl MOKa3ano pacumpeHue (y 76%), HezaBrcmmoe ot de-
Hotuna [AK, accounmpoBaHHOe CO 3HaUUTENbHON KnanaHHon aucoyHkumen. Pacwmpe-
HWe KOpHA aopTbl BbIABUAM B 34% CnyyaeB, NPeNMYLLECTBEHHO Y MY>KUNH C aOPTaNibHOM
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peryprutauveii. AopTanbHas peryprutaums pacnpocTpaHeHa y MyXXUYnMH MONIOAOro Bo3-
pacTa, aopTasibHbIii CTEHO3 — Y NOXUAbIX MaLyeHToB [25].

B JVATHOCTUKA BU3YANTU3NPYIOLLNMI METOOAMMU

Mockonbky ¢ursnkanbHble NnpusHaku JAK HecneundmyuHble, aycKynbTaTBHaA KapTu-
Ha npu copPMMPOBaHHbBIX OCIIOXKHEHUAX (CTEHO3 NAN HEAOCTAaTOUYHOCTb) COOTBETCTBYET
ancdyHKLMKM KnanaHa. OxoKl-uccnegosaHue ABNAETCA OCHOBHbIM METOLOM AUArHOCTUKMN
nopoka. MNpwu BbINoNHeHUN nccnefoBaHNA Heobxoamo BbiABUTL JAK, onpeaennTs Kna-
NaHHbIA GeHoTUMN, oLeHUTb GYHKLMIO KNanaHa, M3MepUTb LUMPUHY KOPHA 1 BOCXoaALLen
rPyZHOWM aopTbl, NCKMIOUUTL KOAPKTaLMI0 aopTbl U Apyrie BPOXAeHHbIe NOPOKN cepaLa,
BbIABUTb UM UCKITIOUUTb MPU3HaKN MHGEKLMOHHOTO SHAOKapANTa, ANCCeKL MM aopThl [5].
Mpu TpaHcTopakanbHon IxoKlm AAK gunarHoctmpyiot B 80-90% cniyyaes, C YyBCTBUTESNb-
HOCTbIo 78%, cneumduuHocTbro 96% [41]. TpaHcTOpakanbHyto IxoKI gononHAT Ypecnu-
LLLeBOAHbIM UCCNefoBaHUeM, obnagatowmm 6onbluen paspeLuatoLern CnocobHOCTbIO.

Opyrve metoppl Busyanusaumn (KT, MPT rpygHoii aopTbl) MOKa3aHbl B c/lyyae, ecnm
anameTp n Mopdonormio KOpHA 1 BocxoadLlen aopTbl HEBO3MOMXHO oLeHUTb npu IxoKI.
KT n MPT cepaua 1 aopTbl NOBbILAT TOYHOCTb ANArHOCTUKKN 1 deHoTUNUpoBaHusa JAK
W aopTonatum 1 ABAAITCA «30510TbiM CTaHAAPTOM» ANA U3MEPEHUA LWMPUHbI FPYAHON
aopTbl U CpaBHUTENbHOTO HabnoaeHus 3a Hel [42]. HabnogeHvie 3a rpygHon aopTon y
nauneHToB ¢ IAK pekoMeHAY0T NPOBOAUTb NOXM3HEHHO (0COOEHHO NPU LWNPUHE KOPHSA
unu Bocxodallen aoptbl =4,0 cM), HECMOTPA Ha BbINMOJIHEHHOE XUPYPruyeckoe neyeHune
aoptanbHoro knanaHa [43]. KpatHocTb BbinonHeHuA IxoKl, MPT unn KT 3aBucKT OT u1c-
XOAHOW LIMPUWHbBI a0PTbl Y CKOPOCTY POCTa PacLLUNPEHUS.

MPT pononHutenbHo K IxoKI no3BonseT oLueHUTb aHaTOMUIO, PYHKLIMOHANbHYHO CMO-
cobHOCTb cepaua, nepdy3nto MMoKapaa, BU3yann3npoBaTb U KONMYECTBEHHO OLIeHNBaTb
dunbpo3. ITOT MeTOA NpeanoYUTUTENEH ANA CPAaBHUTENbHOIO HabnogeHWA 3a paclumpeHm-
eM BocxofALeln aopTbl M AgnarHocTUKM guccekuun. KT obecneurBaeT KOMNIEKCHYO BU3Y-
anu3aumio (B CMCTONY U AMacTony) aopTasibHOrO KnamnaHa, KOpHA 1 BOCXOAALLE aopTbl B
pasHbIX MNOCKOCTAX.

B 3AK/THOYEHUE

Wccneposanma [JAK cBMaeTeNbCTBYIOT O 3HAaUYUTENIbHON HEOQHOPOAHOCTU KINHMUYe-
CKUX NPOABNEHUN, BKNoYaa GeHOTMN KnanaHa 1 TAXKeCTb ero AUCPYHKLMM, 3aBUCMMOCTb
oT Mopdonornn KnanaHa ¢peHoTUna aopTonaTu U PasBUTUA OCNOXKHEHWIA. BblgeneHmne
TMnoB n ¢peHotmnos JAK, peHOTMNOB aopTonaTmM ABNAETCA OUepPeAHON MNOMbITKON Npo-
rHO3MpPOBaTb TEYEHUE BaNlbBYN0AOPTONATUN ANA NPeaynpeXKAeHUA Pa3BMUTA OCNOXHe-
HUIA N CBOEBPEMEHHOTO XMPYPrnyeckoro neveHus. inarHoctuka JAK ynyuiwaetca 6naro-
[apA 6onee WNPOKOMY NPUMEHEHNIO BU3Yanu3npyoLwmnx METOA0B UCCeA0BaHUA cepaLa
1 aopTbl, yBENNYMBAETCA KOIMYECTBO MALMEHTOB, ONEPMPOBaHHbIX MO NoBoAy ANCOYHK-
UMM aopTanbHOro KnanaHa v OC/IOXKHeHUI aopTonatnn. Heobxogumbl paHLOMU3NPO-
BaHHble KNMHUYeCKne NCCNefoBaHUA No aHann3y YacToTbl OC/IOXKHEHUI MPU Pa3NNYHbIX
deHoTmnax OAK 1 aoptonatin y nauueHToB, He ONepPrPOBaHHbIX M ONEePUPOBaHHbIX MO
noeogy AMCPYHKL MM aopTanbHOro KanaHa u aopTonatuu.
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