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Pe3rome:
JIByCcTBOpUYaThli aOpTaJIbHbIM KJIANIAaH - PACIPOCTPAHEHHBIM BPOKICHHBIA TMOPOK
cepAla, Ipu KOTOPOM B PsIIE CIIy4aeB HApYyLIECHUsI HE OTPAHUYMBAIOTCS KIIAIIAHHBIM
KOMIUIEKCOM U Pa3BUTHEM AOPTAJIbHOM HEIOCTATOYHOCTH WJIM CTEHO3a C FEMOJMHA-
MUYECKUMH HApYIICHUSIMH, a TATOJIOTMYECKHEe M3MEHEHHs, 0I00HbIE Ompeese-
MBIM TIpu cuHApoMe MapdaHa, BOSHHKAIOT B CTCHKE aOPThI M MPUBOIAT K PA3BUTHIO
aHeBpU3Mbl/ucceku cocyaa. CymiecTBYIOT TEOPHH, OOBSCHSIONINEG BO3HUKHOBE-
HHUE aOpPTOIIaTHH, B TOM YHUCJIEC HACIEICTBEHHAs, FTCHETUYECKasl, TEMOJUHAMUYECKAs.
JIMarHoCTUKY ABYCTBOPYATOTO A0PTAJIBHOIO KilanaHa MPOBOIAT METOJAMH BU3yalu-
3alliH, MPU BBITIOJIHEHUU KOTOPBIX 00S3aTEILHON SIBJIIETCS OLIEHKA IIUPUHBI BOCXO-
JSIIEN aOpThl Ha YETBIPEX YPOBHSX. TepamneBTUUECKUE METOJbI JICUEHUs pacLInpe-
HUS aOpThl BKJIOYAIOT MEPCHEKTUBHOE HAIPaBJICHUE - MPUMEHEHUE OJIoKaTopa pe-
LENTOpOB aHruoTeH3uHa |l - nozaprana.
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Summary:

Bicuspid aortic valve - a common congenital heart defect in which in some cases are
not limited to violations of the valve complex and the development of aortic insuffi-
ciency or stenosis with hemodynamic disturbances and pathological changes, like de-
fined in Marfan's syndrome, occur in the aortic wall and lead to the development of
the aneurysm / dissection vessel. There are theories that explain the emergence aor-

topatii, including hereditary, genetic, haemodynamic. Diagnosis of bicuspid aortic
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valve is performed imaging methods under which mandatory assessment is the width
of the ascending aorta at four levels. Therapeutic treatments for aortic enlargement
include promising direction - the use of ARB Il - losartan.
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Bsenenne

JIBycTBOpUathiii aopranbHeiid kinanaH (JJAK) orHocutcs k Hambomee pacmpo-
CTPaHEHHBIM BPOXKJICHHBIM MOpOKaM cepjliia, ruarHoctupyemsiM B 0,5 - 2% ciiyuaes
B nonyssiiue, (apyrue mopoku B 0,8% ciydaes) u B 5% ciydaeB cpeiid BceX BPOXK-
JICHHBIX TTOPOKOB cepiana U KpymHbIX cocynoB [1,2,3]. JAK sBisercs KIMHHYSCKA
reTepOreHHbIM 3a00JIEBAHUEM, C BBICOKOM YacTOTOM ocliokHEeHHH, B 35% ciyuyacs
TPeOYIOIMIMX XUPYPTrUYECKOro BMEIIATeILCTBA Ha Kilamane win aopte [3,4].

OcJ10:)xHeHus

K ocnoxuenusm JIAK oTHocsTCs KiamaHHble (CTEHO3, HEIOCTATOYHOCTh)
HapyIIEeHUs, BBICOKUH PHUCK pa3BUTHS WHQPEKIMOHHOTO JHIOKAPANTA, KOAPKTAIWS
aopThl W aopTonatuu (pacuiMpeHue, aHeBpHU3Ma/TUCCEeKIMs TPYAHON aopThl) [3,5].

PaciMpenue TpyaHoi aopThl, Berpeuaromieecs B 50-60% (ot 20 mo 84%) ciyuacs

JAK u HezaBucsiee ot Mopdoiorud U GyHKIIUU KjianaHa OObsICHSIOT HEOIHOPO/I-
HOCTHIO (eHOTHMa TMopoka cepaua [5,6,7]. BapuatuBHOCTh MoOKa3arenelr pacmpo-
CTPAaHEHHOCTHU PACIIMPEHUSI a0PThI 00YCIIOBIIEHA HE TOJIBKO TE€TEPOreHHBIM XapaKTe-
poM 3aboyieBaHMS, HO W PA3IUUMSAMU B HM3Y4aeMbIX MOMYJSAIUAX, METOJAX OIICHKH
MOPOTOB pa3Mepa aopThl.

CepnesnbiM ocnoxHerneM y ymi ¢ JJAK sBisieTcst 1uccekuus aopThl, COMpo-
BOYKJAOIIASCSA BBICOKOM CMEPTHOCTBIO. PUCK pa3BuThsa nuccekunu aoptel npu JAK
YBEJIMYHMBAETCS B 8 pa3, 0TMEYAIOT, 4TO B TedeHHe 25 yieTHero nepuoaa GopmMupona-

HUE aHeBpHU3MbI HaOmoAaT y 26% nanuenTtos [7,8,9]. 3BecTHO, YTO COBOKYITHBIC



3aTparsl Ha JedeHue JJAK mpeBoCXOnsAT pacxoibl Ha JIEUEHHUE BCEX BPOKIECHHBIX
MOPOKOB cepra [5,6].

ITHOJI0TUA

['eHeTMUeCKMMH HCCIENOBAHUSIMHU YCTaHOBIICHO, uTO JIAK Hacienyercs ayro-
COMHO-JJOMUHAHTHO C HU3KOW MEHETPAaHTHOCTHIO, B 9% ciyuaeB B CEMbSX C MOJ00-
HOM MaToJIOrHel KilanaHa y poJICTBEHHHKA MEepBOM JIMHUU, U B 24% cilydaeB B CEMb-

SIX ¢ 0oJiee yeM OIHHUM POJACTBCHHUKOM nepBoﬁ JIMHUU C TMaTOJIOTUEH aA0pPTaJIbHOI'O

kiamana [3,9,10]. ¥V myxunn JTAK muarHoctupyroT B 3 pasa daiie, 4eM y JKCHIIHH.

Otnonoruss JIAK ¢ aopromatuein 10 HAcTOAIIETO BPEMEHHW HEOIPEACIECHHAs, W3-
BECTHO, UYTO CYILECTBYET I'€HETHUYECKas I'€TepPOreHHOCTh 3a00JeBaHMs, XapaKTepH-
3YIOLIETOCS HE TOJIBKO Pa3BUTUEM KJIAIIAHHOW NATOJIOTUH, HO U U3MEHEHUSMH aOPThI
1 camoro cepia [6].

ImOpuorenes

JHAK saBnsieTcst pe3yJpTaToM HapylieHus: (GOpMHPOBAaHUS CTBOPOK AOPThI BO
BpeMs BajbByJioreHesa. CepJue miofa 3akjiaiblBaeTcs Mexay 3-il u 8-if Hexensamu
recTalui, U3 ME3eHXUMAJIbHOW TKaHU apTepUaIbHOTO TPYHKyca (pOpMHpYIOTCS MO-
JyJIyHHBIE KJIAIIaHbl a0PThl U JIETOYHOM apTepuu. HopManbHBINM a0pTaabHBIN KJlallaH
PACIIOJIOKEHHBIM B YCThE AOPTHI, COCTOUT U3 TPEX CTBOPOK, NMPUKPEIUIAIOLIMUXCA K
(GbuOpo3HOMY KOJIBILY, IBe CTBOPKH (JieBasi M TpaBas - KOPOHAPHBIE) POPMHUPYIOTCS
13 OJHOW SHIOKApIHAIBHOW MOMYLIKH, & TPEThS, HEKOPOHAPHAs, U3 NMOAYIIKH CTBO-
na aoptsl [11,12]. CtpykTypHBIC H3MeHeHHsT (GUOPO3HOTO KOJbIIA, HAYaIbHOW YaCTH
aopThl C cuHycamMu BanbcallbBbl BIMSIOT Ha (YHKUHMIO KJIalaHa, OCKOJIbKY BMECTE

CO CTBOPKaMH COCTaBJISIIOT KJIAllaHHBINH KoMIUIeKC. TouHbIM marorene3 Gopmupona-

Hua [IAK He n3yueH. HeCOMHEHHO, BIMSIET M€HETUYECKUH KOMIIOHEHT, IOCKOJIBKY

JTAK accoruupyeTcsi ¢ ApYrMMH BPOKICHHBIMU IMOpoKamu cepana (tadmuia 1).

Tabauma 1 - Yacrora JJAK npu BposkaeHHBIX MOpokax cepana [13]

IHaTosorus Yacrora JAK KommenTapuu

Koapkranust aopTsl 50% JIAK noBbIIaeT puck aopTalib-
HBIX OCJIO)KHEHUI




HanxnananHbpI# aopTaTbHBIN 30% YacTo siBisieTcst MposIBJICHUEM
CTE€HO3 cuHapoMa Busbsimca
OTKpBITHIN apTepUaIBHBINA MPO- HewnssectHo JlnarHocTUpyrOT B paHHEM UJIU
TOK MO3JHEM JIETCKOM BO3pacTe
AHeBpu3Ma cuHyca Banbcanb- 15-20% YacTo 6eccHMITOMHOE TEUEHUE
BEI
JedekT MexoKey10u9KOBOM 30% [IpuBOAUT K TSDKEIION aopTasb-
MEPETOPOIKI HOM HEI0CTaTOYHOCTH
Kommutekc [lona 60-85% Pa3BuBaetcst 0OCTpyKIIHS JIEBO-
o KeIyJIouKa

I'eneruka IAK u aopronaTumu

I'enetnueckue Hapymenus npu JJAK u aopronaTtuu u3ydaad MHOTHE HCCIe-
noBatenu [14,15,16,17]. Cuwmrarot, uro omuu reasl (ACTA2, MYH11l, FLNA u
SMAD3) y4acTBYIOT B Pa3BUTHH HE CHHAPOMHOM aHEBPU3MBbI aOPThI, y4acTHE APY-
rux (FBN1 u TGFBR 1/2) noka3aHo B pa3BUTHU CHHIPOMHON aHEBPH3MBI a0PThI, HO
OTCYTCTBYIOT yOEIHUTEIbHBIC JOKAa3aTeIhCTBA yUaCTHs OMPEACICHHOTO T€Ha B pas-
Butun JIAK c aopromatumei [18,19,20]. [lanpHeiimue wuccieq0BaHUs MPOJICMOH-
CTpUpPOBaAIM HOBbIE CBs3U Mexny JAK m He CMHAPOMHOW CEMEWHOW AHEBPU3MOM
aopThl ¢ Jokycamu xpomocoM 5Q, 13q u 180, myranmeri GATAS u Notchl
[21,22,23,24,25]. OueBuano, uto JJAK ¢ acconmupoBaHHON aopTONAaTHEN SIBIISETCS
MOJINTEHHBIM 3a00JICBaHUEM W JMaJbHEUITNE TCHETHYECCKUE HCCICAOBAHHS HMEIOT
OoJibpIlIOe 3HAUYEHWE B JUArHOCTUKE 3aboseBaHus. B Tabmmie 2 mpeacTaBieHBl W3-
BECTHBIC TeHbI, accoiuupoBanHbie ¢ JJAK (kiuHHMYeCKHE M 3KCIEPUMEHTAIbHBIC

MOJIEJIN), MyTalluu B KOTOPBIX OOYCIIOBJIMBAIOT Pa3BUTHE 3a00JICBaHUI YeIOBEKa.

Tabmuua 2 — I'ensl, accoruupoBantbie ¢ JIAK (pe3ynbraThl KIMHUYECKUX U

HKCIIEPUMEHTAIbHBIX UCCIICIOBAHMIA), M BbI3bIBAEMBIC MyTalliell B HUX 3a00JIeBaHUs

I'ennr XpomocoMa 3aboseBaHus yenoBeka

45, X X0 Cungpom Turner

5q, 9934, 1396 15925.1-26, 18q | 5,9, 13, 15,18 | IAK

ACTA2 10 CemeliHasi aHeBpU3Ma IrpyAHON aOpTHl,




THI 6

AXIN! 16 JAK
ELN 7 Cutis laxa/JJAK
ENG 9 HacnencTennas remopparuueckasi Te-
JI€aHTHOAKTa3Us
FBN! 15 Cungpom Mapdana
FGF8 10 JAK
FN! 2 JAK
GATAS 20 JAK
NOXA! 7 JAK
JAG! 20 Cunapom Alagille, Terpaga ®amio
KCNJ2 17 Cunapom Andersen
NKX2.5 5 CHHIpOM THIOIUIA3UH JIEBOTO cep/ma 2
NOS3 7 JAK
NOTCH1 9 JAK
PDIA2 16 JAK
I'en Tpancgopmupyrowezo gax- 9 Cunapom Loeys-Dietz/cniopangnueckuii
mopa pocma 6ema peyenmoput 1 JAK
Tpancghopmupyrowuii ghakmop 3 Cunapom Loeys-Dietz/criopagundeckuii
pocma bema peyenmopwl 2 JAK
UFDI1L 22 OyukunoHanbHbll JIAK 1 aneBpusma
AOPTHI
UFD1L 22 JAK

IIpumeuanue: JIAK - nBycTBOpYaThIil aOpTAJIbHBIN KilanlaH

I'mcrosioruyeckoe ucciaeg0BaHue a0PThI

Uccnenosanus y nauueHToB ¢ JJAK, accolluupoBaHHBIM C aHEBPU3MOM a0PThI
u 0e3 TaKOBOM, MOKa3ajdl 3HAYUTEIbHbIC W3MEHEHHUS CTPYKTYPhl BHEKJIETOYHOTO
MaTpUKCca COEIUHUTENbHOW TKaHW aopThl. Hapyiienus, mogo0HbIe BO3HUKAIOIIMM
npu cuHapomMe Mapdana, BKIIIOUaIu JAeTeHepaIuio MeIUU aopThl ¢ ¢hparMeHTaIen
AJIACTUHOBBIX BOJIOKOH, UX XAOTHYHBIM PACIOJ0KEHUEM, N30BITOUHBIM HAKOTIIICHU-

€M IIPOTCOINIMKAHOB MW IIOJISIMH, 06G,Z[HCHHBIMI/I TJIIAAKOMBIIIICYHBIMHU KJIICTKaMU,



BCJIEZICTBUE YCKOPEHHOT'O aroITo3a KJIETOK W BBIIEJIEHUS MNaTOJOTMYECKHX BHUOB
MaTPHUKCHBIX MeTaimionporenHas (MMII) [3,13].

BwmecTte ¢ TeM cpennuii cioid o0pazyeT OCHOBHYIO YacTh CTEHKH COCyZa U SB-
JAETCSl CTPYKTYPOM, CO3IAOIIEN BBICOKOAIACTUYECKUM KapKac B KOMIUIEKCE C 3JIa-
CTUYECKMMHU dJIEMEHTaMU Jpyrux o0osiouek. Takoe CTpoeHHWE CTEHKH CMSTr4aer
TOJIYKH KPOBH, BEIOpAChIBAEMOM B COCYJ BO BpeMs COKpallleHUsl cepiua, ooecrneyu-
BaeT IMOJIJIepyKaHue TOHYCa COCYIMCTON CTCHKH BO BPEeMsl JIMACTOJIBI a0pThI [12].

CrpykrypHble u3meHenus npu JAK u aopromatuu yxyamaroT 3JacTUYECKUE
CBOMCTBA CTEHKM aopThl, B PE3yJbTaTe MPOUCXOIUT paciimpeHue, Gopmupyercs
aHeBpU3Ma WM IMPOUCXOJMUT AMCCeKUus aopTel. [Ipu 3xokapauorpapuyeckoM wuc-
cienoBanun (IxoKI') mpu JIAK oTMedaroT MEHBIIYIO PacTSKHMOCTh AOPTHI, T.C.
OOJIBIIYIO JKECTKOCTh CTEHKH COCY/a 10 CPABHEHUIO C AOPTOM MpPU TPEXCTBOPUATOM
aopTaabHOM KiamaHe Oe3 aopromaruu [3,13]. PesymbraThl MMMYHOTHCTOXMMHYE-
CKHX METOJIOB MCCJIEIOBAHNS CTCHKH aHEBPU3MBI aOpPThl CBUAETEIBCTBYIOT O HApy-
IIEHUU BHYTPUKIETOYHOIO TpaHCIopTa Oenka, Aedpuuure puOpuiuiHa 1, Hakorie-
HUU (PUOpPOHEKTHHA, TEHACIMHA W TOBBIIMICHHON sKcnpeccund ypoBHs MMII 2, a
TaK)Ke YCHJICHHOM aronTo3e riaakoMbiiieunbix mpu JAK [26,27].

Cunapomsbl, accouunpoBanubie ¢ JJAK

CylecTByeT NpeanosokKeHne 0 TOM, UYTO U3MEHEHMST a0OPThI, PEJKO JITOYHOM

apTepuy, W aOpTaJbHOTO KjamaHa SIBJISIOTCA PE3yJbTaTOM OOIIEro MOpoKa pa3BH-
THS, B CBSA3U C Te€M, 4YTO (OPMHUPOBAHUE KPYITHBIX COCYJOB B dSMOpHOreHEe3e Mpouc-

XOJUT W3 OJHOr0 00mero aprepuaibHoro crBoiyia [28,29]. CHHIpOMBI, CepaeUHO-

COCYJIMCTBIC OCIIOKHEHHUs, acconiuupoBanabie ¢ JIAK, npuBeneHs! B Tabmurie 3.

Ta6muna 3 - CUHAPOMBI, TIOPOKHU CEP/illa U OCIOKHEHHS aCCOLMHPOBAHHBIE C

JIAK
Koapkranust aopTel AHeBpHU3Ma BOCXOSAIIEH a0PThI
Cungpom Turner AHOMaJINM KOPOHApHBIX apTEpPU
OTKpBITHIN apTepUATIbHBIA POTOK AHeBpu3Ma cunyca BanbcanbBel




Cunapom Williams HanknanaHHbIH aOpTaIbHBINA CTEHO3

JedekT MexKeITyJ0YKOBOM TIEPETOPOIKH Juccekuus aopThl

Cunapom Shone

®enorunsl JJAK

B smOpuorenese cpaiieHue CTBOPOK MPOUCXOIUT Pa3IMUHBIMU MYTSMH, B pe-
3yJIbTaTe OTCYTCTBYET HJIM IMOSIBIISICTCS JUHUS cpaineHus (moB). [Tpu nccnenoBannu
ctBopok JIAK HeoOXxoauMo aHaIu3UpOBaTh TPH OCHOBHBIX XapaKTEPUCTUKHU: pa3Mme-
pbI KaXJ0W M3 CTBOPOK, HAJTMYUE U TOJIOKEHUE JIMHUM CPAIlEHUs], TJIAAKOCTh Kpasi
cTBOpOK. AHaTomuueckue ocooeHHoct JIAK BIusioT Ha OMOMEXaHHMKY U T'e€MOIH-

HaAMHUYCCKHC HAPYIICHUA, ITOABJIAIOIIHUCCS B PC3YJIbTATC IIOPOKA Ppa3BUTHU:A KIIAllaHa, B

CBSI3M C YeM IPEIJIOKEHBI KiIacCUPUKAIUU MOP(HOJIOTHH CTBOPOK ((PSHOTHUIIOB), OJ1-

Ha U3 KOTOpBIX npuBoauTcs Ha pucynke 1 [30]. Haubonee yacThiM BapuaHTOM SBJIS-
€TCsSl CpallCHHE MPABOW M JIEBOW KOPOHAPHOW CTBOPKH, KOPOHAPHBIE ApTEPHUU IIPHU
3TOM OTXOJAT OT OJHOM MK 00eux cTtBOpok (tum 1 - 20,2% u tun 2 - 9,3% 0e3 miBa)
(puc.l1). Ipyroii BapuaHT cpailieHHsl MPaBol KOPOHAPHOW M HEKOPOHAPHOW CTBOPKH
BCTpPEYACTCS ¢ HAJUYHMEM IIIBa B MecTe ClusiHUA. B aToM cimydae tumam 1, 2, 3 cooT-

BCTCTBYCT KJAIlaH C PA3JIMYHBIM IIOJIOKCHHUCM IIIB4, U3BCCTHO, YTO 4aCTOTAa BBLIABJIC-

HUsS TUNIOB HeoauHakoBa: Tvm 1 - 59,1%; tun 2 — 10,1%; tun 3 - 0,5% (puc.1) [30].

LLos Tun 1 Tun 2 Tnn 3
Hopma _
MNMKA
20,2% 9,3%
JIKA
]
' ®
59,1% 10,1% 0,5%

IIKA - npaBas kopoHapHas aptepus, JIKA - neBas koponapuas aptepus, [1C -

npaBas cTBopka, JIC - neBasa ctBopka, HC - HekopoHapHasi CTBOpKa




Pucynok 1 — Mopdosorus CTBOPOK H pacnpOCTPaHEHHOCTh ()EHOTUIIOB JIBY-
CTBOpYATOrO aopTraybHOTro KianaHa [30]

I'emoannamuyeckue HapymeHnus B aopre npu JAK

[lo cpaBHEHHMIO C TPEXCTBOPYATHIM AOPTAJIBHBIM KJIANAHOM y MAllMEHTOB C
JNAK HaOmtoaroT paznuyHbie MPOPUIM CKOPOCTH KPOBOTOKA U YPOBHS MPUCTEHOY-
HOTO HAmpspKeHUs B Bocxonsmiel aopre. HeonnHakoBble pa3sMepbl CTBOPOK HCIIBI-
THIBAIOT T€MOJIMHAMHYECKOE BO3JIEHCTBHE, PACIIPENEISAIONIEECs HEPABHOMEPHO U CO-
3/1a1011I€€ IKCUEHTPUYHOCTh M TYypOYJIEHTHOCTh IMOTOKAa KPOBH, MOCTYIAIOIIETO B
aopty. Ilpu pazmunbix denorunax IAK HampaBieHue 3KCHEHTPHUYHOTO MOTOKA U
HEPaBHOMEPHOE HAIPSIKEHUE CTEHKH aOpThl MPUBOJUT K COCYAHCTOMY PEMOJEIH-
POBAaHUIO BOCXOJAIICH aOPThl U (POPMHUPOBAHUIO AHEBPU3MBI/TUCCEKIIMU I pa3-

peIBY cocyna (puc.2).

(- BOCXOAALLEN a0pPThl

g
BesbIMAHHas Tun 1 X \
aprepun. i PacliupeHue ! a
) "\”7
T

Ayra
aopTbl X

I\‘ £ i\\‘
\". . Tun 2 (
| *Eyana Pacwupenve ayru | |

aopra 2 "
l BOoCXoasLen aopThbl ) 1
— R

Bocxopsauwan
aopra

CuHo- o,
TySynspHoe-__ ™\ JleBas
coenuHeHne > KOpOoHapHas
Mpasas apTepus r £
KOpOHapHas T~ KnanaH aopTbl | Tun 3 FN
oo WU3onupoBaHHoe ( Q |
KopeHb aopThbl CuHyc BanbcanbBbl L pacluMpeHue KOpHs } e
et

Pucynok 2 — Cxema rpyHOI aOpThI, JOKATW3alUA U THITBI PACHIMPEHUS PU
JAK [31]

Hunartamusa aopthl y mnamueHToB ¢ JIAK mpoucxoaut Ha ypoBHE CHHYCOB
BanbcanbBel, BOCX0IAIICH a0pThl (4acTo MO MEpeaHEH MOBEPXHOCTH) U €€ AYTH, B
OoTIIMYMe OT cuHApoMa MapdaHa, mpu KOTOPOM PaCIIMPEHHE a0pThl BO3HUKAET TIpe-
UMYIIIECTBEHHO Ha ypoBHE cuHycoB Banbcanbbl [27]. Y 5% maiueHTOB pacimpe-
HHUE BOCXOJAIIECH aOPThl BCTPEUAECTCA MPU TEMOJMHAMUYECKH HE3HAYMMBIX Hapy-
HIeHuAX GYHKIKUK aopTaibHOro KianaHa [29]. OueBUaHO, U3MEHEHHS CPEIHETO CIIOs

CTEHKHU aopThl, 00YCJIOBJIEHHbIE MOP(HOJIOrHYECKON MEPECTPONKON BHEKJIETOUHOIO
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MaTpUKCa COEAMHUTEIbHOM TKAaHU U CHU)KEHUEM 3JIACTUYECKHX CBOMCTB COCYZa, B
COYETAaHWU C TEeMOJUHAMUYECKHMH HAPYIICHHUSIMH SIBISIOTCS NMPUYMHAMU aopToNa-
tiu nipu JJAK.

CKOpOCTh pacIIMpeHusi a0pThl pa3IuyaeTcsi NPU TPEXCTBOPYATOM MU JBY-
CTBOPYATOM a0pTajbHOM Kjanase. [Ipu HopManbHOM TPEXCTBOPYATOM KJIallaHE aop-
Thl PAaCIIMPEHUE BOCXONAIIECH aOpThl MPOUCXOAUT MEIEHHO co ckopocThio 0,07 -
0,2 mm/ron, y manmentoB ¢ JIAK ropasmo 6oiiee OBICTpOE MPOTrpEeCCHpPOBAHKE JTHIA-
taruu aoptel - 0,2-1,9 mM/ron [31,32].

Pactmmpenue aoptel npu JJAK peructpupyror, HauMHass ¢ IETCKOrO BO3pacTa
(ot 0 ner), 0OTMEUAOT, YTO MPH UCXOTHO HOPMAJBHBIX pa3Mepax aopThl y MAIMEHTOB
¢ JAK munatanust aopTel (aHeBpU3Ma/IUCCEKIINS) IPOTPECCUPYET C BO3PACTOM IPH
HOPMAaJIbHOM WJIM HapyIIeHHOM ()YHKIIMH KJIallaHa, B TOM YHCIIE TIOCIE 3aMEHbl aop-
tajbpHOrO Kiamana [1,9,14,28,29].

Bmecrte ¢ Tem, 0lHO3HAUHBII OTBET IO MOBOJIY OCHOBHOTO (pakTopa, BIMIIO-
niero Ha (popMHUpOBaHUE AHEBPHU3MBI/IUCCEKIINU A0PThI, TCHETHYECKOTO WM T'eMO-
JUHAMUYECKOT0, B HACTOSIIEE BPEMS OTCYTCTBYET.

YabrpassykoBasa u MPT nuarsHoctuka pacuiupeHusi BOCXOAsIIEd a0pThI

VY ABTpa3ByKOBOE HCCIENOBAHME SIBISETCS OCHOBHBIM METOJIOM JUATHOCTUKH
pacuMpeHus: BocXoasmiel aoptel. Pazmepsl aopThl (KOPEHb U MPOKCUMATIBHYIO a0p-
Ty) OLICHUBAIOT B TPOJIOJILHOW MapacTePHAIBHOW MO3UIMH 10 JUTHHHOW OCH JIEBOTO
Kellyiouka. AOpTy M3MEpSIOT Ha CIEAYIOUIMX YPOBHSX: (UOpPO3HOE KOJIBIO aop-
TaJIBHOTO KJanaHa (00acTh MPUKPEIUICHUS CTBOPOK), CHHYChl BajbcaibBbl, CHHO-
TyOyJIsIpHOE COEIMHEHME, BOocXosmas aoprta. HopmalibHble pa3mepbl BOCXOASIICH
A0pThI PA3UYAIOTCS Y MYXKYMH U KEHINUH (Tadmn.l). Jlns u3mMepeHuil ucrob3yoT
MO3ULIMH, B KOTOPBIX ONPENENsOT HauOOJIbIINI pa3Mep KOpHs aopThl. [IpeanouTu-
TEJIBHBIM ISl U3MEPEHUS TPYJHOM a0OpThI sBIsieTCA B-pexunm.

[Tpu wCMONB30BaHUKM METO/AA YPECHHUIIEeBOAHON 3Xxokapauorpaduu (IxoKI')
BOCXO/JIAIIYIO0 a0PTY BU3YaJIM3UPYIOT Ha YPOBHE aOPTAJILHOTO KJIallaHa U3 CPEIHErO

OoTAc]aa IMMImeBoOaa.



[TockonbKy nuaMeTp aopThl 3aBUCHUT OT IUIOIIAIU MOBEPXHOCTH Tela U OT
BO3pacTa MaIMeHTa, MOJyYeHHYIO Ha YPOBHE KOPHS aOpPThI BEIMUUHY COMOCTABIISIOT
C HOMOTPaMMOM’, pa3paboTaHHOM I TpeX Bo3pacTHhIX rpymn (Menee 20 net, 20-40
net, 6onee 40 ner). Junatanuio KOpHS aOpPTHl HA YPOBHE CHHYCOB BasibcasibBhI aua-
THOCTUPYIOT B CiIy4ae MPEBbIINICHUs BepxHeil rpanuiibl 95% M0BEpPUTENLHOIO HMH-
tepBana [33,34].

CornacHo peKOMEHIAIMIM 0 JUArHOCTUKE U JICYCHUIO OOJBHBIX ¢ 3a00JeBa-
Hussmu rpyaHoi aoptel  (Hiratzka L.F., et al. 2010 r.) Busyanu3zanus TopakaabHOU
aopThl B ciay4yae HemoctarouHoit mHpopmatuBHOocTH DX0KI' mpoBoguTcs metogom
KT wimm MPT. HopmanibHble pa3smMepsl BOCXOASAIIEN aOPTHI IPU BU3YaAJIN3alUA METO-
nom MPT mpeacraBiensl B Tabnuie 4.

Tabnuua 4 - HopmaiibHble pa3mMepbl aOpThl Ha pa3HbIX ypoBHsX npu OxoKI u

MPT

OTtaen aopThbl My>X4UHbI JKeHLWuHBbI

Cunycel BanbcanbBsl:

OxoKI' 3,4-4,0 cm 3-3,6 cm
MPT 3,2¢cm 2,8 cm
CuHOTYOYNSIpHOE COETUHEHUE:

9x0oKT" 2,9-3,6 cm 2,6-3,2 cm
MPT 2,5¢cm 2.2cm
Bocxondmas aopra:

9x0oKT" 3,0 cm 2,7 cMm
MPT 2,7cm 2,6 cm

Ox0oKI" muarnoctuka JIAK u aopTomatuu mpoBOJMTCS ISl OLICHKH MOPGOJI0-
TUU KJarnaHa, CTENeHH aopTAJIbHOTO CTEHO3a WJIM aopTaibHOM peryprutaiuu, Gop-
MBI U JUaMETPa aopThl HA YPOBHE CUHYCOB BasbCanibBbl M BOCXOMSIIEH A0PTHI JJIA
MMPOTHO3UPOBAHUS KIIMHUYECKOTO MCXOJAa M CPOKOB ONEPATUBHOIO BMENIATEIHCTBA
(Knmacc 1 yposenn nokaszarenpbHoctd B). MPT wmimun KT npuMeHsoT Ui OICHKH
mopddosoruu aoptsl, koraa DxoKI™ Hemocratouno (Kmacc 1 ypoBeHb m0Ka3aTebHO-
ctu C). Jlmarnoctnyeckoe HaOmoaeHue MPT mau KT ucrmons3yror npu auameTpe

aoptel 6onee 4,0 cM, CKOPOCTh M CTENEHb MPOrPECCUPOBAHUS PACHIUPEHUS aOPThI U
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ceMelHas UCTOpUS OMPENETSIOT YacTOTy HMCCICNOBAHUA. MIPU TUAMETPE aopThI 0O-
nee 4,5 cm — onuH pa3 B roa (Kitace 1 yposenb nokasarensHoctu C) [35].

Bcem poactBeHHukam 1miepBoil auHuMM nanueHToB ¢ JAK u aopromartuen
u/vM IpH CEMEHHOM aHaMHEe3€ PACIIUPECHUS WIH aHCBPHU3MbI/ TUCCEKITUU a0pPTHI pe-
KOMEHYIOT BBIMIOJHUTH BH3YaTU3UPYIONIHME METOBI UCCIICOBAHUS JIJIsl OLIEHKH CO-
crosiaust aopthl (Kiace 1 yposens ngokaszarensaoctu C) [36].

Puck pa3BuTHSI TUCCEKIIMU A0PThI

JIccekIus 1 pa3pblB aHEBPU3MBI a0PTHI OTHOCSITCS K HanOoJiee Cepbe3HBIM
OCIIO)KHEHHSM a0pTONaTHH. JIUCCEKINS aOpThI SIBISETCS PACTIPOCTPAHCHHOW MPUYH-
Hoit cMepTHOCTH Y 50% marnuentoB monoxe 40 et ¢ IAK u aopronarueii [37].

®dakTOphI prCKa Pa3BUTHS TUCCEKIIMH a0pThI MPHBEaCHBI B Tabmuie 5 [37,38].

Tabnuma 5 - DakTopbl, aCCOIMUPOBAHHBIE C PUCKOM Pa3BUTHUS JUCCEKIUU

AOPTHI

Pa3mepsn1 KOpHSI aopTbl

Iupuna Bocxomsien aoptel 55 cm (50 cm npu cunapome Mapdana u JIAK, cemeiinoii ucropuu
JIMCCEKLUH A0PTHI);

CuMnTOMHBIE aHEBPU3MBI HE3aBUCHMO OT pa3zMepa

Crparudukaiys pucka TUCCEKIINH:

Wunexc pazmepa aopthl < 2,75 cm/M2 = 4% B rox

Wunexc pazmepa aoptsl ot 2,75 cm/M2 10 4,25 cm/m2 = 8% B rox

Nuaekc pasmepa aoptsl > 4,75 cm /M2 = 20% -25% B ron

Hporpeccnpylomaﬂ AujaTanug aopThl HaA YPOBHC CHUHYCOB BanscanbsBel

Ckopocth aunatanuu > 5 MM B ro (Y B3pociibix) wim > 5% B roj

[TarueHTHI € CEMEWHON UCTOPUEN THCCEKIIUU A0PTHI

[TpuMevaHue: BaKHO ONPEICIUTh MHIACKC pa3Mepa aopThl (Z), pacCUMTaHHBIN C
Y4ETOM pa3MEpOB aHEBPU3MBI U IUIOIIAA MOBEPXHOCTH Tela; AJsl Jerei pacuer Z
KOPHS a0PThl M a0PTAJIBHOTO KOJIbIIa UMEET OMpPEACIISIFolee 3HaYeHUE JJIsl TPUHATHS
pEeLIEHUs O XUPYPIUUYECKOM JICUCHUH.

Jleuenue
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MenukamenTo3Hoe sedyenne npu JJAK u aopronaTuu HarpaBi€HO Ha KyNHPO-
BaHHME CUMIITOMOB U 3aMEIJIEHUE MPOTrPECCUPOBAHMS pacIlIMpeHust aopThl. B ciyuae
HOPMaJIbHOM (YHKIMHU aOPTAJIbHOIO KJIallaHa U UpUHE aopThl >40 MM pekomeH-
OYIOT MEIUKAMEHTO3HOE JIEYEHUE, BKIIIOYAIOIIEE aHTUTUIIEPTEH3UBHBIE MPEMapaTh
(TpH MOBBIIIICHHOM apTePUAILHOM JaBJICHUU - AJl, IUIsl yMCHBIICHUS] TEMOIUHAMM-
YEeCKOTO BJIMSHUS Ha CTEHKY aopThl) MHrHOUTOpHl AIID, Gera-aapeHOOI0KATOPHI,
omokatop anruoteHsuHa Il (;1o3apran).

CornacHo peKOMEHJAlUsIM TI0 JICUEHUIO OOJIe3HEW aopThl BCEM MAaIlMEHTaM C
pacumpenrem aopthl (6omee 50% HOpMaATBLHOTO IUAMETpa COCYla) PEKOMEHIYIOT
Ha3HauYeHHE OeTa—aapeHO0I0KaTOPOB B CTAHAAPTHBIX 033X JIJIi BO3MOXKHOTO ype-
’KCHUsI CKOPOCTH PACIIMPCHUS KOPHS aopThl, OCTOSSHHOTO KOHTposst AJl (momaep-
xanue AJl cucronmueckoro Ha ypoBHe 120, a B ciyyae auccekmuu — 110 MM pr.cT.),
YacTOThI cepeyHbIX cokpariennii Mmeree 60 ya/mun (Knace |, ypoBeHb moka3aTelb-
Hoctu B). IlpenapaTtoM BTOpo# JmHMM siBiisseTcss uHruourop AIID wmm GiiokaTop
penienitopoB anruotensuHa |l — mo3apran (Kiacc lla, ypoBeHb noka3aTenbHOCTH B),
TPETheH JIMHUU — OJIOKATOPHI KaJIbIIMEBBIX KaHAIOB [36].

OOHaaexXUBaIOLIUE PE3YNBTATHI 10 3aMEJIEHUIO CKOPOCTH MPOrPECCUPOBAHUS
pacIIMpeHusi KOPHS aopThl MOJ BIUSHUEM JIO3apTaHa ObUIM TMOJTY4YEHBI B TIEPBOM
KOHTPOJIMPYEMOM IMPOCIEKTUBHOM PaHIOMHU3UPOBAHHOM MCCJEIOBAaHUU MAllUEHTOB
¢ cunapomoM Mapdana, onyoimkoBanHoM B 2013 r. [39]. ABTOpBI OTMETHIIM CHH-
’KEHHUE CKOPOCTH PACIIMPEHHS KOPHS aopThl (Ha ypOBHE CHHYCOB BajbcaibBbl U CH-
HOTYOYJISIPHOTO COCIMHEHUS) HE3aBUCHMO OT BO3pacTa, MoJja, ypoBHs AJl, Hanmuuus
mytanun FBN1 u xomOunauum ¢ Oeta-aapeHoOsiokaropamu. B rpynmy wuccieno-
BAHHBIX BKJIIOYMJIM MAMEHTOB NEPEHECIINX OMEPATHBHOE BMEIIATEIHCTBO MO MOBO-
Iy pacIIMpeHusi aopThl, Ha GoHe npuema yo3zaptana 100 mr/cytr B Teyenue 3 jeT y
HUX TaK)K€ OTMETUJIM CHUKEHUE CKOPOCTH PACIIUPEHUSI KOPHS aOPTHI.

N3BecTtHO, uTO N03apTaH cHuUkast AJl, yMEHbIIAaeT reMOJUHAMHYECKOE BO3-
NEeWCTBUE HA CTEHKY aOpThl, BMECTE C TEM B MCCJICJIOBAHUU HE BBISBUIN KOPPEISIILIUU
MEXKJly U3MEeHeHueM cpeaHero AJl co CKOpOCTbIO AWiaTaluu KOpHS aopThl. Bos-

MOKHBIM OOBSICHEHHEM IOJIOKUTEIILHOTO BIIMSIHUS JIO3apTaHa SBJIACTCA CII0CO0-
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HOCTh TIperapaTta MHrMOMpOBaTh CUTHANbHBIE MYyTH TpaHchopmupyromero (¢akropa
pocTta 6eta u moaBIATh akTuBHOCTE MMIT.

Takum 00pa3oM, MOJOXKUTENbHBIN (PGEKT MEIUKAMEHTO3HOTO JICYEHUsl pac-
HIMPEHHs TPYIHOM aopThl IpHU cuHJIpoMe Mapdana, BO3MOKHO, OyAEeT UCHOJIb30BaH
B JiIeueHUHU aoptonatuu npu JJAK.

Xupypruueckoe nedeHue JJAK NpuMeEHSIOT NpU 3HAYUTEIBHOM HApPYLIEHUU
¢byHKIMM Kianana (CTEHO3 WJIM HEJOCTATOYHOCTh) W PHCKE Pa3BUTHUS JHCCEK-
1u/pa3pbiBa aopThl. [TokazaHUSIMH K XUPYPTUYECKOMY JICUCHHIO aHEBPHU3MBI a0PThI
ciyxut mmpuHa aopthl 40-50 MM B 3aBUCMMOCTH OT Hanu4Msi (DaKTOPOB pUCKa: IpU
yBenmuueHun auametpa >0,5 cM B rojl; mpu OJHOBPEMEHHOM MPOTE3MPOBAHUU a0p-
TAJILHOTO KJIallaHa M IIMPUHE KOpPHS WM Bocxoxsmier aopTel > 45 mm (Kiace |,
ypoBeHb AokazarenbHocTH C). OnepaTUBHOE JISYSHUE KOPHS MM BOCXOJISIICH aop-
Thl PEKOMEHAYIOT MpPU €€ HIHUpUHE > 45 MM B CIIy4ae OJHOBPEMEHHOI0 XHUpypruue-
CKOT'O JIEYEHUS] A0PTAIIBHOIO NIOPOKA B CBSI3U C BBIPAKEHHBIMU I€MOAMHAMUYECKUMHA
Hapymenusmu (Knace 11, yposens nokazarensHoctu C) [36].

3akiouenue

Bpoxnennsiii mopok cepauna JAK sBasiercss pacnpoCTpaHEHHBIM CEpPJIEUYHO-
COCYMCTBIM 3a00JIeBaHUEM, IIPU KOTOPOM PaccTpoOCcTBa HE OrpPaHUYUBASICh CTBOP-
KaMH Aa0pPTAJIBHOIO KJIAllaHA, pacIpOCTPAHSIOTCS HA aOPTAIBHOE KOJIBIO, KOPEHb
aopThl M BOCXOAsANIy:0 aopTy. K mnpuumHaM pa3BUTHS aopTONaTHM OTHOCATCS
HACJIEJACTBEHHAs! MPEIPacloOKEHHOCTh, T€HETUYECKHE HapyIIECHHs, NEPECTPOKa
CPEIHETO CJIOsI CTEHKH aopThl U T€MOJMHAMUYECKHE HapyILIEHHUs, 00yCIOBIMBAIO-
M€ CHM)KCHHUE DJIACTUYHOCTH M MEXAHUYECKOM MPOYHOCTH TPyAHOU aopThl. Jlua-
rHoctuka JIAK nmomkHa BKIIIOYaTh METOJbI BU3yaIM3alldd TPYJIHOU aOpThI C OICH-
KOH IIMPUHBI COCYyJIa B 00JIACTH aOPTAJIBLHOTO KOJIbIA, CHHYCOB BalibcasbBhl (¢ pac-
4eTOM KpHuTepusi Z), CHHOTYOYJISIPHOTO COSJMHEHUS U BOCXOJSIICH aOpThl, a TAKKE
MOHUTOPUPOBAHUS U3MEHEHHMU JUIsl MPUHATHS CBOEBPEMEHHOI'O PELICHUS O XUPYp-
ru4eckoM JiedeHuu. [Ipu MOHUTOPUPOBAHUM Pa3MEPOB aOPThI U BHIOOPE XUpPypruye-
CKOIl TakTHKHU CJEIyeT YYUTHIBaTh HEOJMHAKOBble M3MEHEHHs (OPMbI M TOIOTrpa-

(bun aHeBpU3MBI a0pTHI, TIpU pazmdHbIX henorunax JAK [40].
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B xnuHnueckoit mpaktuke B ciaydae auarHoctuku JJAK HeoOxomumo anamu-
3UpOBaTh NMPU3HAKA A0OPTONATUHU, CUCTEMHBIE NMPU3HAKU BOBJICYCHHS] COCIUHUTEIb-
HOW TKaHW I BBIABICHHSI CHHJIPOMOB HACJIECICTBEHHBIX HAPYIICHUN COCIUHUTENb-
HOM TKaHH, aCCOLMMPOBAHHBIX C AHEBPU3MOM AOPTHI, TUATHOCTUYECKUE KPUTEPUHU

IIOPOKOB CCpaua.
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