AByCcTBOpYaTbI/ aopTaNbHbIU KNanaH:
Mopdonorus, KIMHMKA, AUarHoCTuKa, OCNIOXKHEHUS

TpwucseTtosa E.J1.*

Benopycckuii rocyaapcTBeHHbIN MeAULIMHCKUIN YyHUBepcuTeT, MuHcK, Pecnybnuka Benapycb

[1ByCTBOpYATBLIN a0pTalibHbIN KilanaH OTHOCUTCA K pacnpocTpaHeHHbim (0,5-2% HaceneHns) BpOXAeHHbIM NMopokaM cepfua, npoTekaowmmM B
TeYeHe XM3HU BeCCMNTOMHO, C ANCDYHKLMER KNanaHa 1,/vnmn c aopronatvei (natus - ot rpey. pathos, 6onesHb), MposBASIOLLENCs pacliMpeHremM,
AHEBPUW3MOW UM AMCCeKUmen cocyna. NatoreHes 0Opa3oBaHus ABYCTBOPHATOro KanaHa HeM3BeCTeH, OTMEYAIOT reHETUYECK A KOMIMOHEHT, MOCKONbKY
MOPOK Pa3BMBAETCA KaK CMOPaAMYECcKMiA, CeMEHbIN, B CONETaHNM C APYrMU BPOXAEHHBIMI MOPOKaMM CepALa M MY HACNeACTBEHHbIX HaPYLLIEHNsIX
coefMHUTENbHOM TKaHW. MopdoreHeTnyeckmne NCCNefoBaHMS CBUAETENbCTBYIOT, HTO pa3Hble GeHOTUMbl ABYCTBOPHATOrO aopTafbHOro KnanaHa
MOTYT pacCMaTpMBaTLCA KaK TMONOMMYECK HEOAMHAKOBbIE 3aboneBaHNs, ¢ AMChYHKUMEN KnanaHa unm ANChyHKLMeR KnanaHa 1 aopTonaTuen.
MopaxeHwe aopTbl OTNMYaeTCH (PEHOTUMUYECKOW reTepOreHHOCTbIo, 0DYCNOBIEHHOW FreHETUHECKMMM UK FeMOANHAMNYECKMMIU 0COBEHHOCTAMM.
VccnepoBateny o0Cy>XAaloT CBA3b Mexzy (heHOTMMOM LLBYCTBOPHATOrO a0PTalbHOro KiarnaHa 1 aopTonaruen Ans nporHo3npoBaHuns TedeHns 3abo-
neBaHVsA 1 BbIOOpa ONTVMManbHOWM METOAMKI OMepaTMBHOrO NeYeHs. [rarHocTka Nopoka CepALa OCHOBbLIBAETCS Ha pe3ysisTatax 3XoKapAvorpa-
(hUHEeCKOro UCCNefOBaHNS, MarHUTHO-PE30HaHCHOW ToMorpadum. OnepaTyBHOE NeYeH e BbINOMHSAIOT NPV 3HAYUTENbHBIX FeMOANHAMUYECKNX Ha-
PyLEHMSX, POPMUPYIOLLMXCS B pe3ynbTate HeLOCTaTOMHOCTM WA CTEHO3a aopTaslbHOMO KanaHa, B Cllydasx MHEKLMOHHOIO 3HAOKapANTa, pUCK
KOTOPOrO BbICOK, @ Takxe Npu aHeBpr3Me UK ANCCEKLMM aopPTbl.

Kniouesble cnosa: ,D,ByCI'BOpHaTbII;I aOpTaJ'IbeII;I KnanaH, (peHOTI/II'IbI, reHeTrKa, aopTonatsa, AMarHoCTka, OCNIOKHEeHNA.

Ana unTtupoBaHus: TpuceeToa E.J1. [1BycTBOpHaThIA aopTanbHbIN KnanaH: Mopgonorus, KNMHMKa, AMarHOCTKa, OCNIOXHEHWS. PaLioHanbHas
®Gapmakotepanus B Kapamonory 2021;17(1):111-118.D0I:10.20996/1819-6446-2021-02-05.

Bicuspid Aortic Valve: Morphology, Clinic, Diagnosis, Complications
Trysvetava Y.L.*
Belarusian State Medical University, Minsk, Republic of Belarus

Bicuspid aortic valve refers to common (0.5-2% of the population) congenital heart defects that are asymptomatic throughout life, with valve
dysfunction and/or aortopathy (pathia- from Greek pathos disease), manifested by expansion, aneurysm or dissection of the vessel. The pathogenesis
of the formation of a bicuspid valve is unknown, a genetic component is noted, since the defect develops as sporadic, familial, in combination with
other congenital heart defects and with hereditary connective tissue disorders. Morphogenetic studies suggest that different phenotypes of bicuspid
aortic valve can be considered as etiologically different diseases, with valve dysfunction or valve dysfunction and aortopathy. Aortic lesion is characterized
by phenotypic heterogeneity due to genetic or hemodynamic features. Researchers are discussing the relationship between the phenotype of the
bicuspid aortic valve and aortopathy to predict the course of the disease and select the optimal surgical treatment technique. Diagnosis of heart
disease is based on the results of an echocardiographic study, magnetic resonance imaging. Surgical treatment is performed for significant hemodynamic
disturbances resulting from insufficiency or stenosis of the aortic valve, in cases of infective endocarditis, the risk of which is high, with aneurysm or
aortic dissection.
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BeBegeHue

[0 HelaBHEro BpeMeHM BPOXAEHHbBIM MNOPOK cepaLa
— [OBYCTBOpYAThIM aopTanbHbii knanaH (JAK) — B ciydae
OTCYTCTBUS TeMOANHAMMYECKMX HaPYLLEHMIA paccMaTpu-
BaNM Kak Manyto aHoManuio, He BAUSIOLLYIO Ha Ka4eCTBO
N NPOTHO3 XMN3HK Yenoseka. JocTxeHns B 06nact Mo-
NeKyNAPHON reHETVKN, COBPEMEHHbIE KITMHMYECKME NPo-
CNeKTUBHbIe HaboOeHs, PasBUTUE TEXHOMOMUI, BK-
3yanM3npPYIOLLMX MHTUMHbIE CTRYKTYPbI CEPALUA, Pe3y/braThl
MMCTONOMNYeCKMX MCCNeloBaHUA BUONTaToB onepmnpo-
BaHHbIX CEpeL, N3MeHUNN NpeacTaBneHre o 3a0oneBaHnu.
MOMMMO reMONHAMUYECKNX PACCTPONCTB, BO3HMKAIOLLINX

Received/Moctynuna: 22.03.2020
Accepted /MpuHsTa B nevatb: 21.04.2020

B pe3syJsibtate Cy>KeHWA aOpPTasibHOro OTBEPCTUA UIU He-
[OCTaTO4YHOCTM aopTanbHOro kiamnaHa, BHe3amnHou cep-
LLleYHOM CMepTK, KUCTbI cepaLa hopMmnpyeTcs accoLmm-
poBaHHasa ¢ JAK aopTonatma c Nporpeccrpyowmm pac-
LUMPEHMEM, aHEBPM3MOU, ANCCeKLMen cocyaa. B HacTos-
wee Bpems JAK paccmaTpmBatoT Kak heHoTUnmnyeckm
reTeporeHHbIN MOPOK Pa3BUTUSA CO 3HAYMTENBHOM Bapma-
0enbHOCTBIO NaTTEPHOB CIIVSAHUS CTBOPOK. XMpPYprudeckoe
neverve JAK oTHOCUTCS K 3heKTMBHBIM cnocobam Kop-
PEKLV FTeMOANHAMMNHECKMX HapyLUEHWM KIlanaHHOro no-
poKa, BMecCTe C TeM nocfle pagmKanbHoOro fie4eHuns co-
XPaHATCA U NPOrpPeccupytoT CTPYKTYPHbIE HapyLleHns
BHEKNETOYHOrO MaTPMKCa MMoKapaa 1 aopTbl, 00ycnos-
NeHHble TreHeTUYeCKMMU HapyleHnamn, CoBpemMeHHoe
npeacraBneHmne o Natonorn4eckx HapyLLeH1sX, reHeTuke,
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Bicuspid Aortic Valve
Jsycmsopyameiii aopmansHoili Knanax

Oronornyeckmnx Mapkepax nporpeccrposarus JAK nos-
BONUT 06OCHOBATH PaLMOHabHbIV MOXOL, K BbIOOpY Me-
TOLLOB Jle4YeHus.

PacnpocTtpaHeHHOCTb

BpoxeHHble MOPOKM CepALa OTHOCATCA K CaMbIM
pacnpoCTpaHeHHbIM MOPOKaM pPasBUTMA y Nofen. 3a Ae-
catTuneTHn nepuod (2000-2010 rr.), Gnarogaps co-
BEPLUEHCTBOBAHMIO METOA0B ANArHOCTVKM, BbISBASEMOCTb
BPOXAEHHbIX MOPOKOB CcepAua yBenuymnacb Ha 11% y
neter nHa 50% — y B3pocnbix [1,2].

PacnpoctpaHeHHocts OAK coctasnset 0,5-2% B no-
nyagumMm, OTMeYeHO, YTO MOPOK BCTpeyaeTcd B 3 pasa
Yallle Yy MY>XX4YUH MO CpaBHeHWIO C XeHWuHamMun [3,4].
B nccneposaHnn W.K.F Kong v coasT. cpeam 1347 na-
umeHtoB ¢ JAK 71,4% coctaBunm My>ximnHbl 1 28,6% —
KEHLLMHbI. ABTOPbI HE OTMETUNN PA3NYUIA Y MYXKHNH 1
>KEHLLMH B pakTopax pMcka pa3BuTMUA cepaeyHo-Ccocyan-
CTbix 3aboneBaHN, heHoTna JAK, 4acToTbl COXpaHeHHOM
PyHKUMM KnanaHa, AUCCeKLMM aopTbl U MHPEKLIMOHHOTO
3HAOKapauTa.

OMbpuoreHes n aHaToMmus

OkoH4aTeNbHOE pa3BUTKE CTPYKTYP cepaua nnoja ye-
NoBeKa NPOVCXOANT K 8-11 Hef, BHYTPUYTPOOHOIO pasBUTU.
MNonynyHHble KnanaHbl opMUPYIOTCA 13 Me3eHXMMasbHON
TKaHW apTepmnalibHOro CtBosla B MpoLuecce ero OKoH4a-
TENbHOIO pa3aefieHnNA Ha aopTaanbM M NIero4HbIN CTBOJ.
OCHOBHble BbINMA4YMBaHUA CTBONA — SHOOoTeNIMalibHble

Oyropku, OAMH M3 KaxOoW napbl NpeaHasHaveH Ans Ka-
HasNoB aoPThl M NIEr0YHOM apTepui. 13 BToporo Oyropka
Pa3BMBAIOTCS NeBas M npaBas CTBOPKM (KOpoHapHbIe)
aopTanbHOro KnanaHa, a opMmMpoBaHVie TPETbEN CTBOPKM
MPONCXOAUT 13 Dyropka CTeHkM aopTbl [5,6].

AopTanbHble kKnanaHbl UMEIOT ABOMHOE MPOVCXOXAE-
HMe: CTopoHa, obpalleHHas K CMHYcaM, pa3BMBAETCS 13
COeANHUTENBHON TKaHW hMOPO3HOIo KorbLia M NOKPbITa
3HOOTENMEM, a XXeflyao4KoBas — 13 3HA0Kapaa.

[IBycTBOpYaTbIM KNanaH COCTONT U3 ABYX CUMMETPUY-
HbIX CTBOPOK MPUONM3NTENIbHO OAMHAKOBOrO pa3mMepa,
NN 0fiHa 13 CTBOPOK Dosblue Apyron. bonblias cTBopka
MMeeT LieHTPasIbHbIN WOB 1K rpebeHb, BO3HUKAIOWNN B
pe3ynbrate CUAHNA KOMUCCYP. B HEOCNOXHEHHbBIX Crydasnx
NpyY TOHKMX 1 MMBKMX CTBOPKax Dorbluas cTBopka Npo-
nabupyeT BO Bpems AMACTONbI XeNyao4koB. 110 MHeHMIo
nccnepoatenen Mopdonornyeckme ocobeHHoct JAK
BUISIOT Ha Pa3BUTME aCCOLMMPOBAHHbBIX COCTOSAHWN [2,5,7].
CornacHo knaccndmkaumm H.H. Sievers 1 coaBT. BbIAensior
Tpw Tvna OAK (puc. 1) [8].

CnusiHve npaBow (R) 1 neBown (L) KopoHapHOWM CTBOPKM
BbISBMISIOT 4acTO (88 %), MW 3TOM, MO MHEHMIO HEKOTOPbIX
nccnenoBaTenem, Takow TN acCOLMMPOBAH C KoapKTaLMew
aoptbl [8,9]. CNnsiHMe NpaBoW KOPOHAPHOM 1 He KOPO-
HapHon (N) cTBopkm BCTpedaeTca pexe (15%) 1 conpo-
BOXIAETCA aopTasibHbIM CTEHO30M U /UK aopTaibHOW
He[OCTaTOYHOCTBIO, CIUAHME NIEBOW U He KOPOHapHOM
CTBOPKM BbIABNAOT B 3% cny4aes [8,10]. MNpeanonarator,
4TO Hambonee 4YacTble BapuaHTbl CAUSAHUA CTBOPOK

Type/Tun 0 - 7%

Horizontal Vertical L-R-71%
[opu3oHTanbHoe BepTukanbHoe
4% 2%

Type/Tun 1 -88%

D D
OO D

R-N - 15% -3%

Wide lines - commissures (seams); type 0 - two leaflets (anteroposterior or lateral leaflet position), type 1 - three variants with one suture (fusion of right (R) and left (L) leaflets,
fusion of right coronary and non-coronary (N) leaflets, fusion of left leaflet with non-coronary flap), type 2 - two flaps and two commissures

Lnpokue nuHumM — komuccypsl (Wwebl); Tun 0 — ABe CTBOPKM (NepeaHe3aaHee unu 6okoBoe MonoxeHWe CTBOPOK), TUM 1 — TpY BapuaHTa C OfHUM LWBOM (cnusiHue npasoi (R) 1
neBoii (L) cTBOpKM, CvsiHWe NpaBoi KOPOHapPHOM U HekopoHapHo (N) CTBOPKM, ClMsiHWE NEBOI CTBOPKYM C He KOPOHAPHO CTBOPKOW), TUN 2 — ABE CTBOPKU U ABE KOMUCCYPbI

Type/Tun 2 - 5%

L-R/R-N - 5%

Figure 1. Diagram of a bicuspid aortic valve, according to the classification of H.H. Sievers et al., with subcategories
PucyHok 1. Cxema ABYyCTBOpYATOro aopTanbHOro KianaHa cornacHo knaccndumkaumm H.H.Sievers v coaBT.,

cnopgkarteropmnamMmum
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TMna 1 (L-R 1 R-N) pa3BuBaloTCs Ha pasHbIX CTaAMsX SM-
OPVOHaNbHOrO Pa3BUTUSA BCNEACTBUE BAUSHWUA HEOAM-
HaKOBbIX (HaKTOPOB W ABMAOTCA CAMOCTOATENbHBIMU MO
3TUONOTNK COCTOAHUAMM [2,5].

MNaToreHes

TOYHbIM naToreHe3 obOpa3oBaHWA OBYCTBOPYATOrO
aopTanbHOro KJlarnaHa MofIHOCTLIO He M3Y4YeH, N3BeCTHO,
4TO B SMOPMOHANLHOM Nepuoae NPOUCXOAUT NaTONoMM-
Yyeckoe CJIAHME CTBOPOK Mof, BAVNSHEM MHULMNPYIOLLMX
dakTopoB. CHNTAIOT, YTO CYLLECTBYET FeHETUYECKNIN KOM-
MOHEHT B (POPMMPOBAHNK OBYCTBOPYATOrO aOPTaslbHOIo
KJlanaHa, AoKa3aTelbCTBOM CITY>KT CBA3b C BPOXKAEHHBIMU
nopokamMu cepaua v HacnefcTBEHHbIMU HapyLUeHNAMUN
CoeguHUTENbHOM TKaHuM [9].

[AK BCTpeyaeTcs M30MPOBaHHO B BUAE EAMHCTBEHHOM
CTPYKTYpPHOW natonorun cepaua (HeCUHOPOMHbIN) AN
B COYETaHNM C APYrMMM NMOpOoKamm, Mo Kak NposiBeHme
CVMHAPOMOB HACIEACTBEHHbIX HAPYLLUEHN COeAMHUTENBHO
TKaHW (CMHOPOMHbIN) (Tabn. 1).

B nccneposaHum |. Malci¢ v coaBT. oTMe4yeHo, 4To
11-neTHee peTpocnekTMBHOE HabniofeHVe 3a AeTbMU
(n=229) nokasano 3Ha4ymUTenbHble reMoAMHaMMYecke
n3MeHeHus, obycnoBneHHble [JAK, 1 4actoe codeTaHume ¢
OPYTUMUM CTPYKTYPHbIMY HapyLlieHnamn cepgua [11].
Havbonee pacnpocTpaHeHHbIM MOPOK, aCCOLMMPOBAHHBIV
¢ OAK — koapkTaums aoptbl (32,6% cnyyaeB), pexe an-
arHOCTVPOBASV CTEHO3 MM HEeOCTAaTOYHOCTb a0PTaNIbHOIo
KflanaHa, pacluvpeHre BOCXOASLLEN aOpTbl, TMNOMNIa3nio
neBoro cepAua 1 cuHapom LLloHa. B GonbLunHCTBe Cry4Haes
ONChYHKLMA QOPTaIbHOMO KN1anaHa BKIToYana covetaHme
aopTaNbHOro CTeHo3a 1 HepgocTatodHoCTH (20,3%) nnn
MN30NMPOBaHHbIN aopTasnbHbIM CTEHO3 C paclUMpeHnemM
BocxogaLlen aopTbl (14,7%). lfemMognHammnyeckme Ha-
pyLUEHVS NPW a0pPTaJIbHOM CTEHO3€ MOABMANNCL U NPOo-
rpeccupoBani B AETCKOM BO3pacTe, YTo 0OyCII0BMIIO Kap-

OMOXMPYprdeckme BMeLLaTenbCTBa. JmnaTaumio BOCxXo-
aswen aoptbl y Aeten ¢ JAK v Apyrumim accoumMmpoBaH-
HbIMW aHOManNMAMK OUAarHOCTMPOBany B 33,2 % cy4aes.
ABTOpPbI NOCHMTANM NPABOMOYHbLIM MCMOMb30BaHMe Tep-
MUHa «KfanaHHas aopTonaTuns» 1 pekoMeHO0Banu BKJO-
4yaTb JAK B nepeveHb BPOXAEHHbIX MOPOKOB CepALa npwu
3NMOEMMNONIOTUYECKNX NCCIIEAOBAHUAX Y AETEN.

CyLLeCTBYeT HECKOJIbKO rMnoTe3, 00 bACHAOLLMX hop-
MUpOBaHMe ocnoxHerunn npu JAK [10,12,13]. K oc-
HOBHbIM MPUYMHAM MOSBIEHNS OCNTOXHEH I OTHOCAT MO-
nekynspHo-reHeTMYeckne ocobeHHoCTM, BCNeacTBLe KO-
TOPbIX WM3MEHSEeTCS CTPYKTypa TKaHeW CTBOPOK, CTEHOK
30pPTbl, U FEeMOAMHAMMNYECKME HaPYLLEHNS, BO3HMKAIOLLME
B pe3ynsrate M3MeHeHMs ToKa KPOBW NpW pPa3HbIX PeHo-
Tmnax OAK [14]. ViccnepoBatenyt OTMETUNN, YTO MpuU
ACMMETPUK CTBOPOK aOPTasIbHOrO KianaHa unm nepeg-
He3a[HeM NONOXEeHW CTBOPOK Yallle Pa3BMBAETCA CTEHO3
aopTbl [12]. ®opmumposarme [JAK BO3MOXHO B pe3ynsraTte
reHeT4ecknx fedekToB KOANPOBaHUA SHAOTENVANBHOU
CUHTa3bl OKCMAA a30Ta, MPU KOTOPbIX MexaHn4eckoe Ha-
Nps>XeHVe 1 akTUBaLNA OKUCIINTENbHbIX MPOLLECCOB yCU-
NBAET OCTeoreHe3 1 NpoLecchl KanbLUmdrkaLmm knanaHa
[13,15]. LereHepaunio CTEHOK aopTbl CBA3bIBAIOT C MO-
BbiLLEHMEM YPOBHSA MeTansonpotenHas (MMI) BHeke-
TO4YHOro matpukca [11].

E. Girdauskas 1 coaBT. B IpoCnekTMBHOM NUCCe0BaHUM
172 naumentoB (71% Myx4uH, 59+10 net) c JAK, ne-
peHecLUVX NPOTe31POBaHKME aOPTaNlbHOrO KianaHa 13-3a
30pPTaNbHOro CTeHO3a WU HeJoCTaTOYHOCTM, OLEHMBAN
dyHKUMOHanbHbIM heHoTmn OAK [16]. Mo pe3ynsratam
NOTUNCTNYECKOW PErpeccmn BbIIBUAW CBA3b aOPTafibHOM
He[0CTaTOYHOCTM C MHOEKCMPOBAHHbLIM AVaMETPOM aopThl,
npesbiWaoWUM 22 MM/M2 (OTHOLWeHMe WaHcoB 4,7;
p=0,007). ABTOpPbI NOATBEPAMNN 3aBNCUMOCTb a0PTO-
natnu ot peHotmna JAK, OTMETVB, 4TO U B MpeLblayLnX
NCCefOBaHNAX Pe3yneraThl yKa3biBaNM Ha TO, YTO MpU

Table 1. Association of a bicuspid aortic valve with other cardiovascular diseases [adapted from 12,27]
Tabnuua 1. Accoumaums JAK ¢ opyrummn cepfeqHo-cocyancTbiMmm 3aboneBaHmamm [agantmpoBaHo s 12,27]

Matonorus Yacrora JAK KommeHTapuu

KoapkTauus aoprel 50% [OBBILIAET PUCK A0PTaNbHbIX OCOXHEHHIA

Curppom Turner 30% -

HafiknanaHHbI aopTanbHbli CTeHO3 30% HacTo ABNAETCA NPOABNEHIeM CUHAPOMA BunbaMca
OTKpbITbIN apTepUanbHbI NPOTOK 0BbI4Has 404 natonorvm JvarHocT1pyor B paHHeM v Mo3[HEM [IeTCKOM BO3pacTe
AHeBpu3Ma C1HyCa Barbcarbabl 15-20% Hacro beccmnToMHoe TeveHve

CuHapom Jlonca-Iumua 2,5-17% -

[LledexT MeXOKeNyLO4KOBOW NEPEropoaKy 30% [pMBOANT K THKENON A0PTabHOM HEMOCTATOHHOCTI
Curppom LoHa 60-85% Pa3BuBaeTCs ODCTPYKLAS BLIXOAHOMO OTAENa NEBOTO XeNyao4Ka
YAnvHeHve /nponanc nepeHeit CTBOPKY MUTPafbHOTO KnanaHa 0BbI4Has 414 natonorvm HacTo npvt HannMm aopTanbHoN perypritatyn npu JAK
AHeBpy3Ma BOCXOAALLEN a0pTbl 00bI4Hast A8 naronorin =

JIAK - nByCTBOpYaTHIN Q0PTNbHbIA KNanaH
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OAK aopTtanbHas He[,OCTaTOMHOCTbL BCTPeYaeTcs Yalle y
MOMOAbIX MY>XHYUH, N PUCK pacciioeHns aopTbl y HUX B 10
pa3 BblLLe B CJly4ae OnepaTuBHOrO NeYeHnd ANChYHKLMUN
KnanaHa ©e3 NpoTe3npPOBaHNA aoPTbl MO CPABHEHMIO C
nauyeHtamm ¢ JAK c aoptanbHbiM cTeHo30M [17].

l[eHeTuKa

CemenHas knactepuzaums JAK, BbisBNeHHas MHOMMMM
nccnefoBaTensMm, siBuUnack 060CHOBaHMEM NpeacTaB-
JIEHMA reHeTUYEeCKMX (DaKTOPOB Kak OCHOBHbIX B (DOPMU-
POBaHUM U NPOrPeccMpoBaHM NMOPOKa M accoLUmMpo-
BaHHbIX OCTIOXXHEHUI. BMecTe C TeM 1O HaCToALLEero Bpe-
MEHW He CyLLecTBYeT efMHOro MHEHUA O KOHKPETHOM
reHe, onpegeneHre KOTOPOro oObsACHNIO Obl Hacneno-
BaHMe Nopoka cepaua. NpennonaratoTr, 4TO B MatoreHese
IAK, cnopaiyeckoM 1 ceMenHOM BapuaHTe y4acTBYIOT
MHOTVEe AUCKPETHbIE FeHbI.

B kaTanore reHoB v reHHbIx bonesHern (OMIM) onvcaHo
[OBa BapuvaHTa JAK ¢ oTnmMyalowencs KImHN4eckon Kap-
TWUHOW. BonesHb aopTanbHoro knanaHa 1 (OMIM#109730)
npencraBneHa kak 3abonesaHme C ayTOCOMHO-A0OMMHAHT-
HbIM HacneoBaHMeM, reH /nokyc NOTCH T Ha XpomMocome
9934.3. B KNnMHUYeCKOW KapTMHE, MOMKMO ABYCTBOPHATOro
a0pPTaNbHOrO KJlanaHa, OTMeYeHa KanbLmhrkaums aopTbl,
aHEeBpPY3Ma BOCXOAALLEN a0pTbl, PEAKO — MUTPANbHbIN
CTEHO3 UMM aTpe3na MUTPANbHOIO KanaHa, AedekT mex-
>Kefyoo4KOBOM Meperopoaku, rmnonnasng NeBoro xe-
Ny[o4Ka, ABOMHOE YCTbe MPaBOro Xenyao4ka.

BonesHb aopTanbHoro knanaHa 2 (OMIM#614823)
HacneflyeTcs no ayToCOMHO-A0MUHAHTHOMY TUMY, reH /no-
Kyc SMAD6 Ha xpomocome 15922.31. K KNMHMYECKUM
NpVi3HaKaM OTHOCAT [BYCTBOPYATbIN aOpTaNbHbIV KianaH,
CTEeHO3 aoPTaNbHOro KflanaHa, KoapKrauuio, KabLmpn-
KaLMIO U aHeBPM3MY aopTbl. VI3BECTHO yyacTre Opyrux
reHoB, BcTpedatowmxcs npu JAK.

[eHETUNHECKNMU HaPYLLEHVSIMU OOBACHSIOT 3MEHeHMS
CTPYKTYPbl 11 COOTHOLLEHMSI KOMIMOHEHTOB BHEK/TETOYHOTO
MaTpU1KCa COEAMHUTENBHOW TKaHW, DENKOB, y4aCTBYIOLLNX
B HEKOTOPbIX CUMHASbHbIX MYTAX, PErYINPYIOLWLMX KIIETOY-
Hble nMpouecchl (Nponndepaums, anonTo3) B TKaHAX
cepaua [4,10].

MopdoreHetTyeckne MCcCNefoBaHWa nokasanu, 4YTo
pasHble @eHotunbl JAK pa3BMBalOTCA Ha Pa3HbIX 3M-
OpVIoHanbHbIX CTaAMsX, B CBA3M C 4eM MOTYT paccMaTpu-
BaTbCsl Kak STMONOMMYeCcKM HeOAMHAKOBbIEe 3aboneBaHus,
C XapakTepHOW ANna oOHMX AMNChYHKLMEN KNnanaHa, Ans
Opyrnx — AUCAyHKLMeEN knanaHa U aoptonatnen [13].

Mpwn cnHgpomHom JAK Ha CKOpOCTb MPOorpeccMpoBaHms
1 Pa3BUTUS OCSTOXXKHEHWI BAMAIOT XapaKTepHble Mopdo-
normyeckme 1 yHKUMOHabHble (remMofrHaMuyeckmne)
HapyLueHus, obycnoBneHHble KOMOMHaLUMen ¢ ApYrMMum
NMOpOKaMm CepALa U NaToNIorn4eckUMm KIIMHUYeCKMI
M3MEHEHMAMU CaMOro CUMHAPOMA HaCNefACTBEHHbIX Ha-
PYLUEHUI COEANHUTENBHOM TKaHW.

[BycTBOpYaTbIY aopTanbHbIN KnarnaH
1M aopTonatud

B cnyyae accoummposaHHon ¢ JAK aopTtonatum oT-
MeYaloT BbICOKYIO HYacTOTy (POPMVPOBAHNA aHEBPU3MBI,
LNCCEKLM FPYOHOM aopTbl U, BCIeACTBIME TOrO, CMEPTHOCTM
[2,18].

AopTonatng y naumeHTtos ¢ JAK otnunyaerca peHotu-
NYECKOW reTePOreHHOCTbIO U3MEHEHNI, 0DYCIIOBNEHHbIX
reHeTUYeCcKUMU 1 /U reMoAnMHaMUYECKMMI OCODEHHO-
CTAMU. PaclumpeHmne cocyna npovICXOAMUT B KOPHE, Mpo-
KCVMabHOW 4acTu, Ayre 1Uim B €ro HeCcKonbKMX YacTsXx.
Tak, B nccnegosaHusx H.1. Michelena v coaBT. Hagkopo-
HapHYIO aHeBPU3MY BOCXOZLSLLEN aopThl Habmojanu y
63,8%, MapdhaHoMaHOro TMa (KopeHb aopThbl Ha YpOBHE
CnHycoB Banbcanbsbl) —y 11,2%, TyOynsipHOro TMna — y
25% naumentos ¢ JAK [2]. VI3BeCTHO HeCKosbKo Knac-
cnduKkaumm deHoTunos aoptonatiu npu JAK, noteH-
LMaNbHYIO MPOrHOCTUHECKYIO LIEHHOCTb MoKasasia OCHO-
BaHHasA Ha M3y4eHMM Pe3yNbTaToB 3X0KapAMOrpadmyeckoro
ncanenoBaHva 696 naumeHToB B Bo3pacte 48+16 net
cMcTeMa BblAeneHns OBYX BapyaHToB: beHoTUMa C pac-
LUMPEHMEM KOPHSA U (DeHOoT1Na C paclUMpPeHneM BOCXO-
adauen aoptbl, [19]. VccnepoBatenu oTMETUAN, HTO NPU
NpOrpeccMpoBaHnY MaToNOrM4eckoro npoLecca K pac-
LWMPEHMIO KOPHS a0OpThbl MPUCOEOMHAETCA pacllrpeHve
BOCXOASALLEN a0OPThl.

Puck pa3sutms aHeBpur3Mbl aopTtbl Y 20-30% naum-
eHToB ¢ JAK BO3HMKaeT B TedeHue 9-25 net un B 80 pa3
MPEeBbILWAET NONYNALUMOHHBIN [2]. YacToTa aHEBPU3MbI
rpyaHon aoptsl npu JAK BapraTvBHas: No AaHHbIM UC-
cneposarenen Bcrpedaerca B 35-80% cny4yaes [5,20]. B
oTnnYMe oT POPMUPOBAHMUA aHEBPM3Mbl BOCXOASALLEN
aopPTbl Y NALMEHTOB C TPEXCTBOPYATLIM aOPTaNbHbIM KI1a-
naHom npv JAK gunatauma Uam aHeBpmM3Ma aopTbl Ha-
4MHaeTcs B bonee MONOAOM BO3pacTe 1 Nporpeccupyer
Obictpee [20,21]. Mo gaHHbIM D. Oladokun 1 coaBT. cko-
POCTb pacluMpeHusa anamMeTpa rpyaHon aoptel npyu JAK
cocrasnseT 0,4 MM/TOf, Mo cpaBHeHuo ¢ 0,2 MM/rof y
NauMeHTOB C TPeXCTBOPYaTbIM aopTasibHbIM KJ1anaHoM
[22]. N3BecTHO, yTo y AeTen ¢ JAK nokasatenu WnprHbI
aopTbl, He JOCTUTas Pa3MepoB aHEBPKM3MbI, Bbille Mpu
POXAEHWUN MO CPABHEHUIO C AETbMU C TPEXCTBOPYATHIM
aopTanbHbIM KnanaHom [4].

PaclwvpeHue Unn aHeBpraMa rpyaHoON aopTbl (4acTo
Ha YpOBHE CMHYCOB BanbcanbBbl) C ObICTPLIM Nporpec-
C1POBaHMEM NPOLLECCa ABNAETCA OLHWM U3 [BYX OCHOBHbIX
KNMHNYeCKNX NPU3HaKoB crnHapoma MapdaHa. lNpu
CPaBHEHWW PaCLUMPEHNS BOCXOASLLEN a0PThl Y MALMEHTOB
¢ JAK mnn ¢ cnHgpomoM MapaHa BbifiBIeHbI COMOCTa-
BUMble cpefiHue 3HadveHus (0,42 n 0,49 MM /rog cooT-
BETCTBEHHO), BMeCTe C TeM pacnpefeneHne no nokanm-
3aUmmM npoLecca 3Ha4ymMTeNIbHO oTnmnyanocs. Npu JAK ya-
CTOTa paclUMpeHnst B cepefnHe BOCXoasLLen aopTbl B 2
pas3a Bbllle MO CPaBHEHMIO C PaCLUVPEHMEM aopTbl Ha
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YypOBHe CUHYyCcoB Banbcanbsbl, Ang cnHopomMa MapdaHa
XapaKTepHO pacllMpeHmne Ha YPOBHE KOPHS aopTbl — CA-
HycoB Banbcanbsbl [22,23]. Mpu JAK gunataumsg mnn
aHeBpV3Ma Ha ypOBHe CMHYCOB BanbcanbBbl ABNAETCH
Hambonee «31oKa4ecTBeHHOMY, DbICTPO NPOrPeccUpyioLLEeN
aoptonatuen [24,25].

Ceasb mexay deHotunom JAK 1 aopTonatnen noka-
3aHa B uccnenosaHum H.H. Sievers 1 coaBT.: npun Hepo-
CTAaTOYHOCTM aoPTasIbHOIo KnanaHa U gunataumm KOpHS
aopTtbl HYacto BcTpedanca JAK tmna O m R-N tmna 1; npu
Ounnataumm KopHs 1 Bocxogsulen aoptel — OAK Tmna 1.
Mpwn cTeHO3e aopTanbHOro knanaHa Habnoganu vale
avnataumio Bocxogdauen aoptol v JAK Tuna 0 u L-R
TNa 1. KOMOMHVPOBaHHbIE HapyLUEHWS reMOANHAMUKM
(CTeHO3 1 HeAOCTaTOYHOCTb A0PTaNbHOrO KianaHa) ac-
COLMMPOBaNUCL C AunaTaumen BOCXOAsLLEN aopTbl U
kopHa n JAK tuna 2 [24].

BmecTe ¢ TeM NMPOrHO3MPOBaHMe OCNOXHeHUM, oby-
CNTOBJIEHHBIX Q0PTOMNaTNeN, NPenCcTaBnAeT IOXKHYIO 33434Y.
DKCLEHTPUYHBIV TPaHCKIanaHHbIN NOTOK KPOBU C HEOAM-
HakKOBOW HAMPaB/IEHHOCTLIO MPU pa3Hbix heHoTnnax JAK
BNMSAET KaK PakTop, BbI3bIBAIOLLMIM PaCLLMPEHME Pa3HbIX
OTAENOB BOCXoAdLLEN aopTbl. MeTa-aHanms nccnegoBaHnim,
n3y4asLUmx mopdonorvio JAK 1 pa3mepbl aopThbl, Bbl-
nonHeHHbin B 2018 . D. Miskowiec v coaBT., nokasan
cBsizb peHoTuna JAK R-L ¢ bonblinm pa3mepomM aopThl
Ha ypOBHe C1HYCOB BanbcanbBbl MO CPABHEHMIO C (heHO-
mmnom OAK R-N, npu 3TOM pasnnymg He 3aBucenyt ot
cTeneHy AnMChyHKLMM aOpTanbHOro KanaHa, Bo3pacta v
nona [26].

PaccnoeHue rpygHOM aopThl BCTPEYaeTCs 4acTo y na-
umreHTos ¢ JAK no cpaBHeHWIO C NI0AbMU C TPEXCTBOPHA-
TbIM a0pPTasIbHbIM KanaHomMm. 1o pesynsratam peTpocnek-
TWBHOrO aHanM3a AaHHbix 416 nauyeHTos ¢ JAK aBTOpbI
O0DHapyX1Nu AMccekLmMIo aopThl B 3 crydasx Ha 100000
NaLMeHTOo-NeT, YTO CBUAETENIbCTBOBANO O MOBbIWEHUN
nokasartens B 8 pa3 Mo CpaBHEHMIO C MOMYNALMOHHBIM
[2]. E. Girdauskas 1 coaBT. coobLMM O MOBbIWEHUM B
10 pa3 pmcka pa3BUTUA AUCCEKLMM aOPTbI Y MaLEHTOB C
IOAK npu HepoctaToyHOCTM aopTanbHOro KnanaHa no
CpaBHEHMIO C NaLVeHTaMU C aopTasibHbIM CTeHO30M [15].
HecMoTps Ha XMpypruyeckoe neyeHme aopTanbHOM He-
JoctaTodHoCTM (NpoTesmpoBaHme JAK), pUck arccekumm
aopTbl cocTaBnseT 1% B TedeHne 15 net HabnogeHns
nocse onepauumn [27].

B HacTofLLlee BpeMs Ha OCHOBaHUW PE3YNLTaTOB XU-
PYPr4ecKoro fIe4eHmsa aopTanbHbIX MOPOKOB CepPALLa OT-
MeyeHO, 4To B OONbLUMHCTBE C/Ty4aeB Nopok (CTeHo3 nnn
HeLOCTaTO4YHOCTb) obycrnoBneH Hanuynem OAK [28].
Roberts W.C. 1 coaBT. B OAHOLIEHTPOBOM NCCNef0BaHNN
C aHanNM30M Cny4aeB OnepaTyBHOrO fledeHnsd 3a 11 nert
no NOBOAY aoOpTasbHOro CTeHO3a UMW aopTanbHOW Heo-
CTaTOYHOCTW NoKa3zanu, 4To 50% onepaumi y nauyeHToB
crapwe 50 net BbinonHeHo npu JAK [29]. OnepatuBHoe

nevyeHre Mo NOBOAY aHEBPU3MbI a0PThl Y MALMEHTOB C
IOAK no cpaBHeHWMIO C naumeHTaMu C TPEXCTBOPYATbIM
aopTaibHbIM KNanaHoM BbIMOMHAKT NPV MeHbLUIEM AMa-
MeTpe aopTbl (4,6 cM NpoTB 4,9 CM COOTBETCTBEHHO), C
Oonbller CKOPOCTbIO MPOrPecCMPOBaHUs pacLUVpeHns
cocyna B TeveHue roga (1,9 Mm npotme 1,3 MM COOTBET-
CTBEHHO), B Honee Monofom Bo3pacte (48,9 net npotus
63,1 roga cootBeTCTBEHHO) [27,30].
MeavKaMeHTO3HOe fleYeHme Npy aopTonaTmm, acco-
ummnposaHHon ¢ OAK, He pa3pabotaHo. B cnyyae acco-
LMNPOBAHHOM apTepuanibHOM rMnepTeEH3NI NOKa3aHo Ha-
3HaYeHWe OeTa-adpeHobnokaTopoB M GrokaTopoB pe-
LLenTopoB aHrMoTeH3nHa |l, BMecTe C TeM OTCyTCTBYIOT
[10Ka3aTeNbCrBa UX 3(PPeKTUBHOCTM B NPefoTBpaLLeHnM
ocnoxHeHun npwn JAK c aoptonatunen [27].

ncronornyeckmne mcanegoBaHum4a
npu JAK c aopTonaTtuen

OcCnoXHeHns, BO3HWMKAlOWMe Npu aopTonaTnu y
nauyneHto ¢ OAK, Bbi3BaHbl M3MEHEHUAMWM CTPOEHUS
BHEKJIETOYHOrO MaTPUKCa CTEHOK aopTbl. BbifiBNeHbl Ha-
pyLUEHVS B BUIE KMCTO3HOM AereHepaumm MeamanbHoro
€104 COCyLa, Hanmyme TOHKNX (PParMeHTUPOBAHHbIX BO-
NOKOH 311aCTUHA, CHUXKEHVE CopepXKaHns hubpunivHa 1
N CHUXEHMe Cofep>aHung konnareHa tmna | v lll.

[erpapaums BHEKIETOHHOIO MaTpuKca perynmpyeTcs
MMP 1 1x cneumnduieckMm TKaHeBbIMW NHIMOUTOPaMM
(TIMP), KOTOpble CeKpeTUpYITCA ManKOMbILLEYHbIMM
KneTkamm cocynos, dubpobnactamu 1 sHgoTenvem. B
nccnenoBaHMax TkaHen cocyaa npy JAK ¢ aopTonatuen
OTMEeYeHa MoBbllWeHHasa akTBHocTb MMP-1, MMP-2,
MMP-9, MMP-12 1 MMP-14 [31]. Wang Y. 1 C0OaBT. B
ncanegoBaHvax 2016 . nokasanu, YTo OCHOBHbBIM LMp-
KyVPYIOLLMM MONeKyNAaApHbIM MeAMatopoM npun Auna-
Taumm aopThbl y nauneHToB ¢ JAK asnaetca MMP-2 [32].

Tak xe, kak 1 MMP, akcnpeccua TIMP koHTponupyet
PEMOLENMPOBaHYE TKaHeN B PU3MONONNHECKMX YCIIOBUSX,
nofaep>Xmneas hr3NONOrn4eckni MeTaboNM3M BHeKIe-
TOYHOro MaTpukca. Y naumentos ¢ JAK v aopTonatmen
Habmoganu nosblweHne ypoBHS TIMP-1, TIMP-2 1
TIMP-4, cBa3aHHbIX C aopTonatuen npu OAK [31,33].
3mMeHeHne akTUBHOCTM U1 CcooTHOLWeHns MMP u TIMP
0byCnaBnMBaloT arnonTo3 1 AereHepaumio TKaHe CTeHOK
aopPTbl C MOTepen 3NaCTUHHOCTM, MPOrPeccMpoBaHme pac-
LIMpeHna cocyaa, POPMUPOBaAHME aHEBPU3M.

MomMKMO ferpafaumm BHEKNETOYHOIo MaTpuKca, Npu
aopTonatnu y naumeHToB ¢ JAK nccnenosateny otMedator
yMeHbLLEHME KONMYeCTBa 1 M3MeHeHre peHoTvNa rMag-
KOMBILLEYHbIX KJIETOK, MOBbILLEHKE YyBCTBUTENBHOCTU K
OKNCIUTENBHOMY CTPEeCCy, M3MeHeHMe CBOWCTB 31acTu-
HOBbIX BOJIOKOH [26,34].

I3MeHeHHas CTPyKTYpa BHEKIIETOHHOIO MaTPMKCa Bbl-
3bIBaET HapyLLUEHWs CBOWCTB CTeHKM aopThl. [1o pe3ynsratam
MarHUTHO-pe3oHaHCHOW Tomorpadun Gonee BbicOkMe
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nokasaTenu XecTKoCTM aopThbl U CKOPOCTU MynNbCOBOW
BOJIHbl XapakTepHbl AN NaLMEHTOB C pacllMpeHmem
aopTbl 1 eHOTUNOM [BYCTBOpHYaTOro KnanaHa R-N no
CPaBHeHWIO CO 3[0POBbIMU 1 TUMOM CIIUSIHUS CTBOPOK
R-L[35,36].

CNOXHOCTb TUCTONATONOMUYECKUX NU3MEHEHUIA ove-
BWOHA, BMECTe C TeM HeM3BECTHbI KOHKPETHbIe MoMeKy-
NAPHO-TEHETUYECKME HapyLUeHUs, KOTOpble SABNATCS
YHVIKaNbHbIMU 1151 33001eBaHns.

[BycTBOpYaTLIN aoOpTabHbIW KnanaH

" BanbBynonatug (aOpTaJ'IbeIVI CTEHO3,
aopTalJibHada HEAOCTAaTOYHOCTb,
MHMEKLMOHHbIN SHAOKAPAMUT)

Hanbonee pacnpocTpaHeHHbIMW ocnoxkHeHMsMM JAK
ABNSIOTCA HEOQOCTaTOYHOCTb, CTEHO3 U KanbUmpmKaLuma
CTBOPOK, NOC/IEAHSIS Pa3BMBAETCS MeXY NATbIM 1 CEAbMbIM
OecaTuneTnemM Xu3Hu, C 0AMHAKOBOW HYaCTOTOM Y MY>KHYMH
M KeHWMWH. o pesynsrataM MopdOonorm4eckmx ncce-
[I0BaHW aopTanbHas HenocratodHoCTb (10-15% ciy4aes)
BCTPEYAETCA HacTo Yy MY>X4YMH MONo4oro Bo3pacra [31].
Pa3BuTME aopTanbHOro CTeHo3a AMarHOCTUPYIOT OAMHAKOBO
4aCTO Y MY>XKUYMH M XKEHLLMH NPW Pa3AnYHbIX heHoTMNax
aopTonatuu.

Evangelista A. 1 coaBT., Habntogas pesynsraTbl KIMHN-
4eCKoro 1 3xokapamorpapuyeckoro nccnenosaHng 852
naumeHToB ¢ JAK, OTMETUNN, YTO aopTalibHas peryprtaums
(BblsiBNEHa B 23% cny4vaeB) 3aBL1cena oT nosa (My>ckom),
HanuMyMs Npofanca CTBOPOK KJlamaHa, B TO e Bpems
aopTasbHbIN CTeHO3 (BbifBNEH B 22% Cnyvaes) — oT ce-
Hotvna JAK R-N Tmna 1, Bo3pacra, AUCIUNUAEMUN U KY-
peHunst [37]. PacwmpeHre BOCXoAsLlen aopTbl AMArHO-
ctupoBanu B 72,9% cyyaeB, He3aBUCUMO OT heHoTHNa
OAK n knanaHHom AMChYHKUMK. PaclumpeHmne KOpHS
aopTbl (Y 34% NauMEeHTOB) YacTo BCTPEYANOCh Y MY>XKYMH
1 MPY HANUYMK @OPTaNbHOW peryprtaumm, peako — npu
CTeHo3e aopTbl 1 dpeHoTtmne JAK R-N tmna 1.

MaunenTbl ¢ JAK OTHOCATCA K rpynne BbICOKOTO pycka
Pa3BUTUA MH(DEKLMOHHOIO SHAOKAPAMTA. VIHDEKLMOHHBIV
SHAOKaAPAUT BCTpedaeTcs y 2% naumentos ¢ JAK 1 vacto
(No cpaBHEHMIO C TPEXCTBOPHATLIM A0PTasbHbIM KanaHoMm)
oCNIoXHsieTcs (hopMMpPOBaHeM abcLiecca knanaHa. Cmept-
HocTb Mpwt JAK 1 MHDEKLIMOHHOM 3HOOKaPAMTE HEBLICOKAS,
BEPOATHO, B CBA3M C TeM, YTO MaLMEHTOB ONepUpyioT B
Oonee MonodoM BO3pacTe C MeHbLUMM YUCIIOM COMyT-
CTBYIOLLMX 3aD0NEBaHWI NO CPABHEHMIO C MaLMeHTaMu C
TPEXCTBOPHaTbIM a0PTasIbHbIM KI1anaHOM M MH(EKLIMOHHbBIM
sHOokapauTom [38]. Ons npodunakTikn 3abonesaHns
PEKOMEH[IYIOT CTaHAAPTHYI0 aHTUOMOTUKONPOMUIAKTIKY
nepeg nNpoueaypamu, COracHo pekoMeHaaumam no am-
arHoCTVIKe M NeYeHUIo MHMEKLMOHHOIO SHA0KapAMTa.

Cepae4Has He[OCTaTO4HOCTb NOABNSAETCS B pe3ynbrate
no3aHen amarHoctmkn JAK v aopronatim, natonormye-
CKOW BHYTPUCEPAEYHOW FTeMOAVHAMUKM, CHUXKEHWS 311a-

CTMYHOCTW CTEHOK aopThbl U, BCIeACTBME TOro, pemMope-
NNPOBaHMA NEBOrO XXeNyAo4ka C Pa3BUTUEM TMNepPTPO-
dbun/gnnataumm, prubposa MMoKapAaa.

JdunarHoctumnka

HecmoTps Ha BpoxaeHHbIN xapaktep JAK, B Oonb-
LUMHCTBE CJy4aeB CHavarna 3aboneBaHue npoTekaet bec-
CMMMTOMHO, B CBA3U C 3TVIM BblFBJIEHWE MOJIEKYNAPHO-
Ouronornyeckx MapkepoB NPOrpPeccMpPoBaHNS OTHOCUTCA
K BaXHbIM 3aia4aM AMAarHOCTUKMN.

Dkcnpeccus 6enkos M MUKPOPHK MoxeT ObITb NoTeH-
UManbHbIM MPOrHOCTUYeCKMM BroMapKkepoM ans npo-
rHO3MpOBaHWA aopTonatnn y naunerHtos ¢ JAK [2,13].
MccnepoBaHus BUoMapkepoB, y4acTByOLWMX B NaToMO-
MMYeCKMX NpoLeccax 418 paHHeN ANArHOCTUKM MNOPaXeHs
aoptbl y nauneHTtos ¢ JAK, HEMHOTOYMUCTEHHbIE, N He-
06X0AMMO NPOAONXKUTL N3yHeHne PakTopoB, UHULN-
PYIOLLMX (DOPMUPOBAHME OCIIOKHEHWN.

B knvHWKe He cuHapomHoro OAK 6e3 HapylueHus
PYHKLMM KlanaHa OTCYTCTBYIOT NaTOrHOMOHUYHbIE NpWn-
3HaKW. B cnyyae pa3suTma OMChYHKLMKM KanaHa, CTeHo3a
NN HELOCTaTOYHOCTW MOABAAIOTCA XapaKTePHbIE KIMUHM-
4eckme CUMNTOMbI, OOYCNOBEHHbIE FeMOAMHAMUYECKMMN
PErMoHapHbIMI HapyLIeHNAMN (H4acTo — HapyLeHNAMMU
KOPOHAPHOIO MM MO3roBOTO KPOBOTOKA) MW HapyLle-
HUAMW BHYTPUCEPOEYHOrO KPOBOTOKA. [pn hr31KanbHOM
nccnefoBaHUM cepiua onpenensior nNpusHaku runep-
TPODUN N/Nn AUnaTaLumm NeBOro Xenynoyka, Nnossms-
linecs B pesynsrate CTeHo3a W/WinM HeLoCTaTO4HOCTU
30pPTaNbHOro KanaHa. MNpw pacluMpeHnm UV aHeBpr3Me
rPYOHON aopTbl AOMOSIHUTENbHBIX CUMIMTOMOB MpU 00-
CnefoBaHUM NaumeHTa 0ObIYHO He HAbMIOAAIOT.

HnarHoctrka JAK npoBoaUTCS NpuU BbIMOTHEHNM 3X0-
Kapamorpathieckoro MccneaoBaHns (TpaHCTopakabHOro
NN YPECNNLLEBOLHOMO), MAarHUTHOW PE30HAHCHOW TO-
mMorpadum (MPT) nnu KoMnbloTepHOW ToMorpadbuu.
TpaHcTopakanbHas 3xokapauorpacdus obnajaer gmar-
HOCTUYeCKOM YyBCTBUTENBHOCTBIO >70% 1 cneunduny-
Hoctblo >90% npu OAK v pacwmpeHnn/aHeBprsme
KOpH$ aopTbl [27,39]. TpyAHOCTM naeHTUdUKaLMM TUNa
OAK BO3HMKAIOT NpK KanbLUMPUKaLLMKU CTBOPOK KilarnaHa
1 BbISIBNIEHUWN V3MEHEHWNI BOCXOASALLEN a0pThl. B 3TMx
Cyyasx NPUMEHSIOT MeTOAb! BU3Yanm3aLmMn C BbICOKUM
paspelteHvem: MPT cepfla v aopTbl NO3BONAET BU3Ya-
NU3NPOBaTb CTPYKTYPHbIE M3MEHEHVIA M KPOBOTOK C TPEX-
MepPHbIM (Pa30BO-KOHTPACTHBIM pa3peLleHremM, onmcaTb
XapaKTepUCTLKY NOTOKa C KONMMYECTBEHHOW OLEHKOW Ha-
NPSXKEHWNS CABUIa Ha CTEHKM aopTbl. Taknm obpa3om, no-
ABNAETCA YHMKaNbHasa BO3MOXHOCTb XapaKTepM30BaTb
aHaToMM4ecKkme 1 remognHaMmnyeckmne n3mMeHeHus B BOC-
XOfALLEN a0pTe, OLEHUTb (PYHKLMOHaNbHbIEe CBOWCTBA U
0CobeHHOCTM KpoBOTOKa B cocyae [40].

HeobxooumbiM nccnegosaHmeM npu JAK 1 aopto-
naTMm ABNAETCA KOPOHAapOaHrmorpadus, npm KOTopowu
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Aortopathy - dilation, aneurysm, dissection
AopTonaTiA — paclunpeHie, aHeBprU3Ma, ANCCEKLUA
A Associated conditi Clinical manifestations
Environmental ssociated conditions
factors AccounmpoBaHHble KnnHuka
SKonornyeckme cocionuy Not syndromic
dakTopl (;poradic, etz > Imaging techniques L Medication
- CEILPPENGET BusyanusupyioLyme MegvKkameHTO3HOe
(cnopapnyecknin, ceMenHblin) MeToRbI
Genetic predisposition
leHeTnyeckan —— | BAV
OAK Genetic markers
npeapacnoNoXXeHHOCTb
leHeTuKa
T Syndromic (Marfan
> syndrome, Lois-Dietz, etc) | | Surgical
Stochastic factors CUHAPOMHI (CMHAPOM Biomarkers Xupypruyeckoe
CToxacTuyeckme MapdaHa, lonc-Antua n T.n.) Briomapkepbl
dakTopbl Complications
OcnoxHeHua
Valvulopathy - aortic stenosis, aortic regurgitation, infective endocarditis, heart failure
BanbBynonatna — a0pTanbHbIN CTEHO3, aOpTasbHaA HEJOCTaTOUHOCTb,
VNHGEKLMNOHHBIV SHAOKAPANT, CepAeYHan HEAOCTaTOYHOCTb
Etiology/3Tuonoruna Diagnostics/[inarHocTuka Treatment/J/leuenne
BAV - bicuspid aortic valve
OAK - AByCTBOpYaTbIV aOpTaNbHbIN KnanaH

Figure 2. Diagram of etiological factors, diagnosis, treatment, complications and associated conditions in patients

with a BAV

Pl/lcyHOK 2. Cxema 3TMONOrn4yeckmnx q’.)aKTOpOB, ANarHoCTukKun, ne4yeHuq, OCNOXXHEHUN N accoumnmmnpoBaHHbIX COCTOSIHUM

y naumeHToB ¢ JAK

BbISIBIAIOT OCOOEHHOCTN KPOBOCHAOXEHNS cephua Ko-
POHaPHBIMW apTepUAMU. 10 MHEHWIO UccnefoBaTenen
npv OAK obHapyX1BaloT AOMUHMPOBaHME NIEBOV KOPO-
HapHoM apTepumn (29-56,8% cnydaeB) B oTAn4Me OT
TPEXCTBOPHATOro a0PTaNbHOrO KanaHa, Npy KOTOPOM B
90% cny4aeB 0OHapPYyXXMBAIOT AOMUHUPOBaHME NPaBOW
KOpOHapHow aptepun [2].

K opyrvm cocyamcTbiM 0CODEHHOCTAM OTHOCST U3Me-
HeHUs CTPYKTYpbl COCYA0B rofoBHoro Mo3ra. Egbe A.C. n
COaBT. NOKA3anu, YTO y NaumeHToB Yacto (12,9%), npe-
VIMYLLEeCTBEHHO — Y XeHuwnH ¢ JAK R-L Tmna 1 ¢ koapk-
TaLMen aopThbl MOBbILLIEH PUCK Pa3BUTVS BHYTPUYEPENHON
aHespu3mbl [41].

TakuM 00pa3oM, K 3TMONOTMYECKUM MPUYMHAM pa3-
BUTUA OAK OTHOCATCA reHeTUdeckre HapyLlueHus, BO3-
MOXHble 3KONOrnyeckme 1 Croxactmyeckme akropsbl,
y4acTByloLLMEe B (DOPMUPOBAHNIN BPOXKLEHHOMO MOPOKA
cepaua (pwrc. 2). [ina OMarHoCTKM Nopoka NpUmMeHsiioT
BM3yanu3npyloLme, MONeKynsapHO-reHeTn4ecke MeToabl
CCNeloBaHNA U onpeaeneHie GMoNormyYeckx Mapkepos.
OueHuBasi KnuHuYeckyto kaptuHy OAK, Heobxoammo
YYUTbIBaTb HaNM4YMe BanbBYNONATAN, BKIIOHAIOLLEN CTEHO3,
He[0CTaTOYHOCTb a0PTaNIbHOMO KflanaHa 1 BbICOKMI PUCK
Pa3BUTUA MHPEKLIMOHHOIO 3HOOKapAMTa. AoptonaTtua,
accoummpoBaHHasn ¢ [JAK, npoasnserca paclumpeHmnem,

aHEBPM3MON U AUCCEKLMEN COCYaa, YTO HEODXOAMMO
Y4UTbIBaTb MPW BbIOOpPE MeToda XMpyprudeckoro neve-
HUS.

3aknoyeHue

CoBpeMeHHble MeTofbl NCIeN0BaHNA CBUAETENbCTBYIOT
O reTeporeHHOCTU PaCcnpPOCTPAHEHHOTO B MOMyAALNK
BPOX[eHHOro nopoka cepala — OAK, dheHoTUMbl KOTOPOro
creflyeT paccMaTpmBaTh Kak CaMOCTOATESIbHbIE COCTOAHMSA,
BbI3bIBalOLLIE HEOLHOPOLHYIO KIMHWKY M OCIIOXKHEHWS.
Hepenko OAK BbISBNSIOT y 6€CCUMATOMHbIX MPaKTUYeCKy
3[10POBbIX NMIOAEN, COCTOSHME KOTOPbIX He TpebyeT me-
OMKAaMEHTO3HOIO U XMPYPr4eckoro BMeLLaTensCcraa. Bme-
CTe C TeM BbICOK PUCK NMPOrpeccnpoBaHms 3a0051eBaHNs ¢
PopMMPOBaHMEM CTeHO3a, HefOCTaTOYHOCTM, KasbLn-
puvKaumn KnanaHa, npucoenrHeHieM MHMEKLMOHHOIOo
npoLiecca 1 pa3BUTMEM SHAOKAPAMTA Ha (DOHE HapyLLEeHWN
BHYTPUCEPAEYHOW reMoanHaMUKK. OUEeHKY COCTOSHWS
CTEHOK BOCXOSILLIEN QOPTbl, MOABEPXKEHHbIX 3HAYNTENBHbBIM
M3MeHeHUAM Yy naumeHToB ¢ JAK, BbINOMHAIOT HeLoCTa-
TOYHO YaCTo, HECMOTPA Ha PACMPOCTPAHEHHOCTL aOPTO-
naTnu, U CcepbesHble, MOPOIO CMepTenbHble, OCNIOXKHEHNS,
BO3HMKalOLLME B TeYeHMeE XM3HW NaLmeHTa. lNpnumeHeHve
COBPEMEHHbIX MeTOJIOB AMAarHOCTUKK (BU3yanu3saums
cepAua v aoptbl npu nomMowm MPT € BbICOKMM pa3pelle-
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Bicuspid Aortic Valve
Jsycmsopyameiii aopmaneHoili kKnanax

HI/IeM) N NCMNONb30BaHNE MONEKYJIAPHO-TreHETNHEeCKOro
TeCTNPOBaHNA AEMOHCTPUPYIOT YHNKaNbHYKO BO3MOXXHOCTb
B MPOrHO3MpoBaHNN OCNIOXKHEHNI aopTtonartnn no cpasHe-
HWIO C PYTUHHBbIMW METOOaMMW.
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