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Bicuspid aortic valve and aortopathy

Pestome. []ycTeopyarsiii aoptasbHbiil knanaH — PacrpoCTpaHEHHbIN BDOXIEHHbI MOPOK cepaLa, npy Ko-
TOPOM B PAZE CI1y4aeB HapyLLIEHUA He OrPaHNYUBAaIOTCA KianaHHbIM KOMIIEKCOM 1 PasBUTHEM aopTaib-
HOUl HEOCTATOYHOCTY U/ CTEHO3A C FeMOLUHAMUYECKUMU HAPYLLEHUAMY, & MATONIOMNYECKUE USMEHEHNS,
ro[06Hble onpeaenaeMbiM npu cuHapome Mapebara, BO3HUKAIOT B CTEHKE a0pTbl U MPUBOBAT K Pa3BUTUIO
aHeBpuaMsl/gucceLmy cocyga. CyLLecTsyioT Teopum, 0ObACHSAIOLLME BO3HUKHOBEHIE aopTonatu, B ToM
yncre HacnefCTBeHHas, reHETUYECKas, reMOBNHaMUYECKas. [narHocTuKy ByCTBOP4ATOro aopTasbHoro
KnanaHa rpoBOAAT MeTofamMu BU3Yanu3aLu, NPy BbIMOHEHNN KOTOPbIX 06S3aTe/bHOM ABAETCA OLEHKA
LLIMPUHBI BOCXOBALLEN a0pThl HA YETHIDEX YPOBHAX. TepaneBTuyeckme METOLbl IeYEHNA PacLLUPEHs a0pTsl
BKJIIO4AIOT MEPCIIEKTUBHOE HAMpPaB/IeHIe — MPUMEHeHNe 61I0KaTopa peLienTopoB aHruoTeHsuKa Il — nosap-
TaHa.

KnioyeBbie crioBa: fBycTBOpYaTsI A0pTa/bHbIA KNaNaH, a0pTonaTus, aHeBpU3Ma aopTsl, BOOXEHHbIA Mo-
POK cepALia, AUarHoCTIKa, JleqeHme.

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 insufficiency or stenosis with hemodynamic
disturbances and pathological changes, like defined 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
aortopathy, including hereditary, genetic, haemodynamic. Diagnosis of bicuspid aortic 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.
Keywords: bicuspid aortic valve, aortopathy, aortic aneurysm, congenital heart defect, diagnosis, treatment.

BYCTBOpYATBIiA aopTasibHblii  KMMHUYECKN TeTeporeHHbiM  3abone-

knanad (JAK) otHocutca K

Haubonee pacnpoCTpaHEHHLIM
BPOXAEHHLIM MopokaMm ceppua, Aua-
rHocTupyembiM B 0,5-2% crnyyaes B
nonynauma (apyrue nopoku — 0,8%
cnyyaes) 1 B 5% Crnyyaes cpeau BCeX
BPOXAEHHbIX NMOPOKOB cepaua n Kpyn-
Hoix cocymoB [1-3]. JAK sensetcs
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BaHWeM, C BbICOKOIA YaCTOTOI OCMOX-
HeHuiA, B 35% cnyyaeB TpebyloLwmx
XMPYPrUYECcKOro BMeLLATeNbCTBa Ha
KnanaHe unu aopre [3, 4].

OcnoxHeHus
K ocnoxHeHuam OAK otHocATcA
KnanasHble  (CTEHO3,  HeAoCTaTou-

HOCTb) HapYLLUEHUA, BbICOKMIA pUCK
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Pa3BUTIA MHGEKLIMOHHOMO SHAOKapAW-
Ta, KOAPKTaLMA aopTbl M aopTonartiu
(paclumpeHite, aHeBpU3Ma/AUCCEKLIAS
rpyaHoii aoptbl) [3, 5]. PaclumpeHue
rPyBHON aopThbl, BCTpevaloLLeecs B 50—
60% (ot 20 1o 84%) cnyuaes JAK 1 He
3aBucsLLee 0T MOPHOSOriAn 1 CPYHKLK
KnanaHa, OObACHAIOT HEOZHOPOLHO-
CTblO heHoTUNa Mopoka cepaua [5-7].
BapuatueHOCTb nokasarteneil pacnpo-
CTPAHEHHOCTI pacLUMpeHns aopTbl 06-
YCNOBfIEHA HE TOJbKO reTeporeHHbIM
XapakTepoMm 3aboneBaHns, HO 1 pas-
JNYNAMI B U3y42EMbIX MONYNALUAX, Me-
TOAAX OLEHKI MOPOroB pasmepa aopTbl.

CepbesHoe OCMOXHeHMe y NinL ¢
JAK — puccekuus aopTbl, COMPOBO-
XAAIOLLAACA BbICOKON CMEPTHOCTBIO.
Puck pasButna guccekLmm aopTsl npi
JAK ysenuumBaetcs B 8 pas, B Teye-
Hue 25-netHero nepuoga HOPMUPO-
BaHWe aHeBpu3Mbl HabmopatoT y 26%
naumeHToB [7-9]. CoBoKyrnHble 3aTpa-
Thl Ha ieyerne JJAK npesocxopaT pac-
XOAbl Ha JeYyeHe BCEX BPOXAEHHbIX
rMopokoB ceppua [5, 6].

Jtuonorus

[EHETUYECKUMI  UCCRIefoBaHUAMM
yctaHoBneHo, yto [JAK Hacnegpyer-
CA ayTOCOMHO-LOMUHAHTHO C HU3KOI
neHeTpaHTHOCThio, B 9% cryyaes B
cembsx ¢ nopobHoI natonorueil kKna-
naHa y poaCTBEHHMKA NEePBOA NMHUN 1
B 24% cny4aes B ceMbAX ¢ bonee yem
OLHAM POACTBEHHUKOM NEPBOIA NMHUN
C natonorueii aoptanbHoOro Knanasa
[3, 9, 10]. Y myxumH JAK guarHocTu-
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pYyioT B 3 pasa vallle, YeM Y KEHLLIH.
Ammonorua JAK c aoptonatueil He
onpefeneHa; W3BECTHO, YTO Cylle-
CTBYeT reHeTu4ecKas rereporeHHocTb
3aboneBaHns, XapaKTepu3yioLLerocs
He TONbKO PpasBUTMEM KIianaHHoiA na-
TONOAN, HO 1 N3MEHEHUAMU A0PTbI 1
camoro ceppda [6].

IMmbpuoreHes

JAK sBnaetcsa pesynsratoM Hapy-
LUEHNA POPMMPOBAHIS CTBOPOK a0pTbl
BO BpemA BasbBynoreHesa. CepgLe
nnoga 3aknagpiBaetca Mexgy 3-ii U
8-l Hegenamu recrauyum, U3 Me3eH-
XUMasnbHON  TKaHW — apTepuasisHoro
TPYHKyca (POPMUPYIOTCA MOMYNyHHbIE
KrnanaHbl aopTbl 1 IEroYHOi apTepun.
HopmasibHblil - aopTanbHbliA — Krana,
pacnosoXeHHbIi B yCTbe a0pThl, COCTO-
WUT U3 TPEX CTBOPOK, MPUKPENNAIOLLIX-
cA K pubpo3HOMY KonbLy, ABe CTBOp-
Ki (nesas 1 mpasas — KOpOHapHble)
chopMmMpyIOTCA U3 OQHOWN SHLOKAPAN-
asbHOIA MOAYLLKY, a TPeTbA (HeKopo-
HapHaa) U3 NoayLLKK CTBOMA aopTbl
[11, 12]. CTpyKTypHble WU3MEHEeHUs
ubpo3HOro  Konblua, HavanbHoM
yacTu aopTbl ¢ CMHycami Banbcans-
Bbl BANAIOT Ha (PYHKLMIO Knanaxa,
NOCKO/MbKY BMeCcTe CO CTBOpKamu
COCTaBNAIOT KanaHHblii KOMMNEKC.
TouHbll  naToreHe3  chopmuposa-
Hua OAK He n3yyeH. HecoMHeHHo,
BNNAET TEHETUYECKMIA KOMMOHEHT,
nockonbky HAK accouumpyetca ¢
APYruMi BPOXAEHHbIMU MOpOKamu
cepaua (tabn. 1).
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Tabnuua 1. Yacrora aBycTBOpUaToro aoprasnbHoro knanaxa (JAK)

npy1 BPOXXAEHHbIX NOpoKax cepaua [13]

Yactota

JAK

Matonorus

KommeHTapum

KoapkTauusa aopTsl 50%

JAK noBbILLIaeT puck aoptabHbIX OCIIOXHEHNIA

HagknanarHbiii aopTasbHbill CTEHO3 30%

Yacro sBnaeTca NpuaHakoMm cuHgpoma Bunbavca

OTKpbITbIit apTepuanbHbIi MPOTOK Heus- | [uarHocTupytoT B paHHeM unin No3gHem
BECTHO | [iETCKOM BO3pacTe

AneBpuama cuHyca BanbcanbBbl 15-20% | Yacto beccumnToMHOe TeyeHme

JedheKT MexokenynouKoBo 30% | MpuBOAWT K TAXENON a0pTanbHOIA

neperopoaKi HeAoCTaToYHOCTH

Komnnekc LLioHa 60-85% | Pa3BuBaetcs 06CTPyKLMA NEBOTO XeNnyaouka

l[eHetuka [JAK n aopronatuu

[eHeTvYeckme HapyweHus npu JAK
W aopTonmatai U3y4ann MHorue wuc-
cneposatenn [14—17]. Cuuratot, uto
ofHu reHbl (ACTA2, MYHT1, FLNA n
SMAD3) yyacTBylOT B passuTun He-
CUHLPOMHOI aHeBPU3MbI aopTbl, ApY-
rue (FBN1w TGFBR 1/2) - B passutun
CUHAPOMHOI aHEBPU3MbI 20PTbl, HO OT-
CYTCTBYIOT yOeAuTeNbHblE A0Ka3aTeb-
CTBa y4acTiA OMPeAEeNeHHOro reHa B
passutun JAK ¢ aoptonatueii [18—20].
YcraHosneHbl ceasn Mexay JAK u He-
CUHAPOMHOI CEMEIHON aHEeBPU3MOIA
aopTsl ¢ SIoKycamm xpomocoM 5q, 13q
n 18q, mytaumeir GATAS n NOTCH1
[21-25]. OuesuaHo, uto JAK c acco-
LMMpOBaHHON aopTonarieil ABNAeTcA
nonureHHbIM  3aboneBaHneM 1 Aanb-
Helilne reHeTYecKne UCCNeaoBaHNs
OyoyT umeTb 60SbLLOE 3HayeHue B
JunarHocTiike 3abonesaHus. B tabn. 2
npeaCcTaBieHbl 3BECTHbIE reHbl, acCo-
LumpoBaHHble ¢ JAK (knuHuueckue u
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aKCMepuMeHTanbHble MOZenu), MyTa-
L B KOTOPbIX 06YCNOBMNBAIOT pa3Bi-
Tie 3aboneBaHuii Yenoseka.
ucTonoruyeckoe uccnegobaHue
aopThl
WccnepoBanns y naumeHtos ¢
JAK, accouumpoBaHHbIM C aHeBpus-
MOIl aopTbl 1 6e3 TaKoBOWA, Nokasasni
3HauMTENbHble U3MEHEHWUA CTPYKTYpPb
BHEKNIETOYHOro  Matpukca COeLUHU-
TESIbHON TKaHW aopTbl. HapyLerus,
NOAO06HbIE BO3HIKAIOLLAM MY CUHAPO-
mMe MapdpaHa, Bklouanu LereHepa-
LWI0 Meaun aopTbl ¢ dparMeHTaLmei
3M1aCTUHOBBIX BOSIOKOH, X X20TUYHbIM
pacrnosnoXeHnem, N36bITOUHBIM HaKo-
NIEHNEM MPOTEOrNINKAHOB 11 MONAMY,
00efHeHHbIMI  FNagKOMbILLIEYHBIMU
KneTkamu, BCMELCTBUE YCKOPEHHOro
anonTosa KNeToK U BblgeneHns naro-
NIOTUYECKIX BUAOB MATPUKCHBIX Me-
TannonpotemHas (MMM) [3, 13].
Bmecte ¢ Tem cpeaHuii croii obpa-
3yeT OCHOBHYIO YaCTb CTEHKW Cocyda W
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Tabnuua 2. lenbl, accoummpoBaHHbie ¢ JJAK (pesynbratsl KIIMHUYECKUX
M SKCNEepUMEHTaJIbHbIX UCCNEAOBAHUI), M Bbi3biBaeMble MyTauuen

B HWX 3a6oneBaHus

leH Xpomocoma 3aboneBaHus yenoBeka
45, X X0 Cunapom Turner
5g, 9934, 13q, 5,9,13,15,18 JAK
15q25.1-26, 18q
ACTA2 10 CemeiiHas aHeBpu3Mma rpygHoii aopTbl, Tun 6
AXINT 16 JAK
ELN 7 Cutis laxa/[JAK
ENG 9 HacnepcTeeHHas remopparuyeckas
TeneaHrnoaKTasms
FBN1 15 Cunapom Mapdhana
FGF8 10 JAK
FN1 2 JAK
GATA5 20 JAK
NOXAT1 7 JAK
JAGT 20 CunHgpom Alagille, Tetpaga ®anno
KCNJ2 17 CuHppom Andersen
NKX2.5 5 CuHApPOM runonnasum nesoro cepaua 2
NOS3 7 JAK
NOTCH1 9 JAK
PDIA2 16 JAK
TGF-B1 CuHgpom Loeys — Dietz / cnopaguyeckuit JAK
TGFB2 CuHppom Loeys — Dietz / cnopaguueckuin JAK
UFD1L 22 OyHKLoHanbHbIA [JAK 1 aHeBpuama aopTbl
UFD1L 22 JAK

ABNAETCA CTPYKTYPOIA, cOo3paloLLeil
BLICOKOMACTUYECKMIA  Kapkac B
KOMNNeKce ¢ anacTuyeckumin ane-
MeHTamMu fpyrux obonoyek. Takoe
CTPOEHNe CTEHKN CMArYaeT TOMYKM
KpoBW, BbibpackiBaeMoil B COCyA BO
BPEMS COKpalleHus cepgua, obe-
cneynsaeT nogjepxaHue TOHyca

4

COCYAUCTON CTEHKW BO Bpems Aua-
cTonbl aopThl [12].

CTpykTypHble U3meHerua npu JAK
1 aopTonaTn yXyaLwatoT 3nacTyeckie
CBOICTBA CTEHKW aopThl, B pesynbrate
MPOUCXOZUT pacLuuperme, hopmupyeT-
CA aHeBpU3Ma NN MPOUCXOANT AUCCEK-
una aoptsl. MMpn 3xokapguorpaduye-

MEXYHAPOZHBIE OB30Pbl: KnuHI4ecKan NpaKTiAka 1 300poBbe 3 2015



OnbiT KNMHUYECKOTO UCTIONb30BAHUSA HOBbIX ¢apmaue3mqecmx npenaparos

ckoM uccnegosaHun (OxoKr) mpu JAK
OTMEYaIOT  MEeHbLLYIO  PacTAXUMOCTb
aopTbl, TO eCTb DOMbLLYIO XECTKOCTb
CTEHKI COCyfa No CPaBHEHUIO C a0pTol
MpY TPEXCTBOPYATOM a0pTaslbHOM Kna-
naHe 6e3 aoptonatuu [3, 13]. Peaynb-
TaTbl MMYHOMUCTOXUMUYECKIX METO-
[0B UCCNEAO0BAHINA CTEHKN aHEBPU3MbI
aopThbl CBUAETENbCTBYIOT O HApyLLEHUN
BHYTPUKNETOYHOrO TpaHcropTa 6erka,
pechuunte ombpunnnHa-1, HakonneHum
(bnOpPOHEKTIHa, TeHacuuHa W MOBbl-
LLeHHoi1 akcnpeccun yposHa MMIM-2, a
TaKXe YCUNEHHOM anonTo3e rnagkombl-
LLeyHbIX Knetok npu JAK [26, 27].

CunHApOMbI, acCoLMMPOBaHHbIE

¢ JAK

CyLuecTByeT MpeanonoxeHre o
TOM, YTO WU3MEHeHIs aopThl (peaKo —
NIErOYHON apTepum) U aopTasnbHOro
Knanasa fBNAIOTCA pesynbratoM 06-
LLIEro nopoka pasBuTiA, B CBA3MN C TEM
YTO KPYMHbIE COCYabl B AMOPUO-reHe3e
chopmupytoTca U3 ofgHoro obLuero ap-
TepuanbHoro cteona [28, 29].

CUHEPOMbI, CEepaE4HO-COCYAUCTbIE

OCJIOXHEHUS, acCOLUUPOBAHHbIE

¢ JAK:

- KOapKTauus aopTbi;

- CHapoMm Turner;

« OTKPbITbIA apTepUabHblii MPOTOK;

- cuHgpom Williams;

- BedpeKT MeXOKeymo4KoBOiA

neperopogku;

- cuHapom Shone;

* @HeBpU3Ma BOCXOLALLE a0pTbl;

- aHOMasN KOPOHAPHbIX apTepulii;
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- aHeBpu3ma cuHyca BanbcarnbBbl;

- HagKnanaHHbIiA a0pTasbHbliA

CTEHO3;

- ANCCEKLMA aopTbl.

®eHotunbl JAK

B smbpuoreHese cpallieHue CTBO-
POK MPOUCXOANT PasfNYHbIMU MYTAMM,
B pesynbrate OTCYTCTBYET WAM MOSB-
nseTcs NMHUA cpateHns (wos). Mpu
nccnegosaHu cteopok JAK Heobxo-
OVMO aHanM3npoBatb TPU OCHOBHbIX
XapaKTepUCTUKL: pasMepbl KaXaoii 13
CTBOPOK, HaN4mMe 1 NOMOXEHNE NMHUN
CpaLLieHus, rmagKkocTb Kpas CTBOPOK.
Anatommyeckne ocobenHoctn [JAK
BMNAIOT HA BUOMEXaHIKY 11 remoguHa-
MUYECKIE HapyLLEeHUA, MOABNAOLLN-
ecA B pesynbrate nopoka pas3BUTUA
KnanaHa, B CBA3N C YeM NPeasIoxXeHbl
Knaccudpukaumm mopdponorum CTeo-
POK (dpeHOTUMOB), oaHA U3 KOTOpbIX
npusoautca Ha puc. 1 [30]. Hanbonee
YacTblii BapUaHT — CpaLLieHue npasoii
NEBOIA KOPOHAPHON CTBOPKIA, KOPOHap-
Hble apTepun MpK 3TOM OTXOAAT OT 0f-
HOI 1 06eux cTBOPOK (Tun 1 —20,2%,
N 2 — 9,3%. [pyroid BapuaHT cpatLie-
HIAA MPABOI KOPOHAPHOIA 1 HEKOPOHAp-
HOIA CTBOPKM — C Ha/I4MeM LUBA B Me-
cTe cnuaHuA. B atom cnyvae tunam 1, 2,
3 COOTBETCTBYET KnanaH ¢ passinyiHbIM
MosoXeH1eM LLBa. YacTota BbiABNEHUA
TUNoB HeoAauwHakosa: TN 1 — 59,1%;
n 2 — 10,1%; Tn 3 — 0,5% [30].

[emognHamuyeckne HapylueHus B
aopre npu JAK

Mo cpaBHEHWIO C TPEXCTBOPYATLIM
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Los Tun 1 Tun2

20,2% 9,3%

59,1%

= RO
IRCE R

10,1%

KA — npasas kopoHapHas apmepusi, JIKA — nesasi kopoHapHas apmepus, [1C —
npaeas cmeopka, JIC — nesasi cmeopka, HC — HekopoHapHas cmeopka

HanpsXXeHne  CTEHKM
aopTbl MPUBOAUT K CO-
CYAUCTOMY pemogaeni-
POBAHMIO BOCXOLALLIEN
aopTel 1 hopMUpPOBa-
HAIO  aHeBPU3MbI/auc-
CeKLUMM W pa3pbiBy
cocyza (puc. 2).
Aunataums  aoprsl
y nauueHtos ¢ JAK

Tvn3

0,5%

Puc. 1. Mopdonorusa cTBOPOK M pacnpocTpaHeHHOCTb
(EHOTUMNOB JIBYCTBOPUATOro aopTasnbHOro KnanaHa [30]

MPOUCXOMUT Ha YPOBHeE
CuHycoB Banbcarbabl,

BOCXOfALLEA  aopThl
“ | (vacto no nepenHeit
B lniunmaan Thn 1 |
i A B/4 PAcWMpOHAE (F‘B HOBerHOCTVl) n ee
e k\;% POSIORILERASET 2| myrw, B OTAMUME OT G-
G ,f’; . | Apoma MapdpaHra, npu
s Q e Pacumpense aym \_ﬂ | Kotopom pactumpetie
Coon- 2l nocxopauen aopTH | LG4 | a0pThl BO3HIKAET Mpe-
tmﬂlﬂ B .'rl \'m":lﬂ?:ﬂ'
N AP e .| wmywectseHHo  Ha
ROpIHApHAR o TN Knanas sopme Tun 3 I/
T wsonmponawwoe | | Al | | YPOBHE CUHYCOB Barb-
Kopin. SoPTi Comye B i PACLUHPEHIRE KOPHT | L{‘_n CarbBbl [27] y 5% na-
Puc. 2. Cxema rpyaHOii aopTbi, JIOKaNM3aUMA W TUMbI UMeHTOB - pacLLmMpeHie
paciumpenus npu [AK [31] BOCXOfALLEA  aopThl

aopTasibHbIM KnaraHoM y MaLeHToB ¢
JAK HabniogatoT pasnnyHble npochunm
CKOPOCTW KPOBOTOKA W YPOBHSA MpICTe-
HOYHOrO HarMpPsXEHUA B BOCXOLALLEH
aopre. HeoguHakoBble pasmepbl CTBO-
POK  VCTIbITHIBAIOT  FreMOAMHAMIMYECKOE
BO3MeElCTBIE, pacrpedensioLeeca He-
PaBHOMEPHO 11 CO3AAIOLLIEE KCLIEHTPIY-
HOCTb 11 TypOYNEHTHOCTb NOTOKA KPOBY,
rocTynatoLlero B aopty. lNpu pasnnuHbIx
tbeHotunax [JAK HanpasneHue aKc-
LIEHTPUYHOrO MOTOKA U HEPABHOMEPHOE

43 |

BCTPEYaETCs Mpu remo-
LHAMYECKN HE3HAUMMBIX HaPYLLIEHIAAX
(yHKLMM  aopTabHOrO  Knanaxa [29].
OueBUaHO, U3MEHEHs CPeLHero Cros
CTEHKI a0pTbl, 0BYCOBNEHHbIe MOPAO-
JIOMAYECKON MEPECTPOKO BHEKNETOY-
HOrO MarTpuKca COELUHUTENbHONA TKaHI
11 CHUXKEHINEM 3MacTUYECKIX CBOCTB CO-
cyfa, B COYETaHMN C reMopuHaMUYECKIA-
MU HapyLLIEHAMIA ABAAIOTCA MPUYMHaMUA
aopronatim npu JAK.

CKopocTb pacLUMpeHns aopTbl pas-
NYaeTca npu TPEXCTBOPYATOM 1 [BY-
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CTBOPYAaTOM AO0pTaSIbHOM  KnanaHe.
Mpn HOpMaNbHOM  TPEXCTBOPYATOM
Knanase BOCXOAfLLAf aopta pacLuu-
pAETCA MedJIeHHO — CO CKOpPOCTbIO
0,07-0,2 mm B rog, y nauueHToB C
JAK Habniopaetca ropasgo bonee 6bi-
CTPOe MpOrpeccupoBaHne Aunarauum
aoptbl — 0,2-1,9 Mm B rog [31, 32].
Paclumperune aoptel npu JAK pe-
rUCTPUPYIOT C JeTcKoro BoapacTa (ot
0 net). MMpu UCXOAHO HOPMASIbHBIX
pasmepax aopthl y nauuentoB ¢ JAK
[unarauus  aoptel  (aHeBpuama/auc-
CeKLWs) MporpeccupyeT ¢ BO3PacToM
NPy HOPMASIbHON WM HapYLLEHHOI
(bYHKLMM KnanaHa, B TOM Y1chne nocne
3aMeHbl aopTanbHoro knanasa [1, 9,
14, 28, 29].
BmecTe ¢ Tem, ofHO3HAYHOro OTBe-
Ta M0 NOBOZY OCHOBHOIO (hakTopa, BNu-
AIOLLEro Ha (HOpPMUPOBAHNE aAHEBPU3-
Mbl/BUCCEKLIN a0PThl, FEHETUYECKOro
WU reMOAUHAMIYECKOrO, MOKA HET.
Ynbrpassykosas u MPT-
AMarHocTuKa pacLumMpeHus
BOCXOAALLElN aopThi
YneTpassykoBoe  uccrefoBaHue
ABNAETCA OCHOBHbIM METOZOM AMarHo-
CTUKIN pacLLpeHNs BOCXOAALLEiA aopTbl.
PaaMepbl a0pThl (KOpeHb 11 MPOKCUMaTTb-
Hyl0 a0pTy) OLIEHMBAIOT B MPOAOMbHON
napacTepHasIbHON NO3ULWKA MO AJIMHHON
OCU J1eBOro xenygouka. Aopty nsmeps-
10T Ha CeytoLLX YPOBHAX: (hrbpo3Hoe
KOMbLIO aopTasbHoro knaraHa (06nactb
MPUKPENNEH CTBOPOK), CUUHYChI Barb-
Ca/lbBbl, CUHOTYOYNAPHOE COEAUHEHNe,
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BOCXOAALaA aopta. HopmanbHble pas-
Mepbl BOCXOZALLIEN a0pThl pasfinyaioTca
Y MY)XUUH 1 KEHLLWH (Tabn. 3). [ns uame-
PEHUIA UCMONb3YIOT NO3MLMIA, B KOTOPbIX
OnpesensioT HanbosbLLNIA pasMep Kop-
HA a0pThl. Tak, 418 U3MEePEeHs rpyaHoi
aopTbl NpegnoytuTeneH B-pexum.

Mpw ncnonb3oBaHMN MeToda Ypecnin-
LLieBOfIHOI  axoKapavorpadium  (xoKr)
BOCXOLSLLYIO @0pTy BU3yan3upyioT Ha
YPOBHE 20pTasIbHOTO KlanaHa 13 cpeaHe-
ro oTgena niuLLesosa.

MockombKy AuameTp aopThl 3aBu-
CUT OT NAOLLAaN NOBEPXHOCTU Tena U
OT BO3pacTa nauueHTa, MonyYeHHyto
Ha YpPOBHE KOPHS aopTbl BEMMYMHY CO-
NOCTaBNAIOT C HOMOrpammoid, paspa-
6OTaHHON AnA TPeX BO3PaCTHbIX rpymnmn
(MeHee 20 net, 20-40 net, 6onee
40 ner). Qunaraumio KOpHs aopThl Ha
YPOBHE CUHYCOB BanbcanbBbl AnarHo-
CTUPYIOT B Crlyyae MpeBblLeHNs Bepx-
Hell rpaHuubl 95% [oBEpPUTENbHOrO
uHTepBana [33, 34].

CornacHo  pekoMeHgauuam  no
QUarHoCTKe 1 NIeYeHMo  60MbHbIX
c 3abonesaHuAMI TPYOHOA  aopThbl
(Hiratzka L.F et al., 2010), Busyanu-
3alua TopakanbHON aopThl B Cnyyae
HEe[0CTaTOYHON  UHCPOPMATUBHOCTY
IxoKI npoogutca metogom KT unu
MPT. HopmarbHble pasmepbl BOCXO-
AALLe aopThl Mpu BU3yanu3auum Me-
Togamu IxoKI n MPT npegcTaBneHbi
B Tabn. 3.

B pekomeHgauuax 2014 AHA/ACC
N0 NeYeHMO KnanaHHblX 6onesHeil
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Tabnuua 3. HopmarnbHbie pasmepbi
aopThl HA pa3sHbIX YPOBHAX
npu OxoKI u MPT

Orpen aoptbl MyxXumhbl | JKeHLuHb
Curycel
Banbcanesei:
OxoKIl 3,4-4,0cm | 3-3,6cm
MPT 3,2¢cm 2,8 cm
CurotybynspHoe
CoenvHeHue:
OxoKI 2,9-36¢cm | 2,6-3,2¢cm
MPT 2,5¢cMm 2,2¢cM
Bocxopswas
aopra:
OxoKIl 3,0cm 2,7 ¢cm
MPT 2,7¢cm 2,6 cm

cepaua oTMeyeHo, 4to AxoKl-guarHo-
ctuka [JAK 1 aopTonartum npoBoauTcA
ONA OUEHKU mopdhonorin Knanawa,
CTEMEHN aopTanbHOro CTEHO3a Wi
aopTasnbHOI peryprutauuy, opMbl U
[vameTpa aopTbl Ha YPOBHE CUHYCOB
BanbcanbBbl 11 BOCXOAALLEA aopThl
ONA MPOrHO3MPOBAHUA KNMHUYECKOrO
ncxofa U CPOKOB OMEPATUBHOTO BME-
lwartenbctea (knacc |, yposeHb Aoka-
3atenbHocT B). MPT umm KT npume-
HAIOT A4J18 OLLeHKI MOPCHOOriAN a0pThl,
korga IxoKl HepocTatouHo (knacc |,
ypoBeHb fokasatenbHoct C). [Oua-
rHocTuyeckoe HabnogeHne MPT unum
KT ucnonb3yioT npu guameTtpe aopTl
bonee 4,0 cm. CkopoCTb U cTeneHb
NPOrpeccupoBaHsa pacLLMpeHns aop-
Tbl U CEMeHana UCTOpUS onpegensior
4acToTy UCCNeAoBaHUA: Npu guame-
Tpe aopTbl 6onee 4,5 cM — oauH pas
B rog (knacc |, ypoBeHb foKasatesib-
HocTu C) [35].
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Bcem popctBeHHuKam nepsoit nn-
Hu1 nauuenTtoB ¢ JAK 1 aoptonatueit
Wunu Npu cemeitHoM aHamHese pac-
LUMPEHNA WA aHEBPU3MbI/LUCCEKLMN
aopTbl PEKOMEHAYIOT BbINOSHUTL BU-
3yanusupylowne MeTodsl  1ccnego-
BaHWA ANA OLEHKM COCTOSHUA aopThl
(knacc 1, ypoBeHb [oKasaTesbHO-
ctn C) [36].

Puck pasButua guccekuum aopThbl

Auccekuma 1 paspbiB aHEBPU3MbI
aopThbl OTHOCATCA K Haubonee cepbes-
HbIM OCNOXHeHUam aoptonatuu. [duc-
CeKLMA aopTbl ABMAETCA pacrpocTpa-
HEHHOW Npu4nHOI cMepTHOCTU Y 50%
nauneHToB monoxe 40 net ¢ JAK un
aopronartueit [37].

Cnepytowne akTopbl MOBbILLA-
I0T PUCK Pa3BUTUA LUCCEKLIMN A0PThI
[37, 38|

— LUMpUHA BOCXOASALLEA aopThl
5,5 cM (5,0 cm mpu cuHgpome Mapdba-
Ha 1 [JAK, ceMeitHoI nctTopum guccex-
LN a0pThl);

— CUMNTOMHblE aHEeBPU3Mbl Hesa-
BUCUMO OT pasmepa;

— UHAEKC pasmepa aopThl MeHee
2,75 cm/m?= 4% B rop;

— UHOEKC pa3Mepa aoptbl OT
2,75 cm/M? o 4,25 cm/M?= 8% B rog;

— UHAEKC pasmepa aopThl >
4,75 cm/m?= 20-25% B rop;

— nporpeccupyiolias  aunarawus
aopTbl Ha YPOBHE CUHYCOB Banbcanbabl;

— CKOpoCTb Aunatauum 6onee 5 mm
B rog (y B3pocnbix) unu bonee 5% B
roL;
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— NaLeHTbl C CEMENHOI ncTopuei
ANCCEKLN a0pTbl.

BaxHo onpegenutb uHOEKC pas-
Mepa aopThl (Z), paccumtaHHblil ¢ yue-
TOM pPa3MepoB aHeBPU3MbI 1 NIOLLaAM
NOBEPXHOCTN Tena; y Jeteil pacyet Z
KOPHS aopTbl 1 a0pTafibHOro KosbLia
UMEeET onpefenaoLLiee 3HaYeHne ana
MPUHATUA PELUEHNA O XUPYPriavecKom
NeYeHmN.

NeyeHne

MegukameHTO3HOE NieyeHre npu
JAK 1 aoptonatim HampasneHo Ha
KynMpoBaH1e CUMMTOMOB 1 3amMepJie-
HIe MPOrpeccupoBaHNA pacLUMpPEHNs
aoptbl. B cnyyae HopmanbHOM (pyHK-
LM aopTasibHOro KnanaHa 1 LwiupuHe
aoptel >40 MM pekoMeHayloT Mepu-
KaMEHTO3HOE NeveHue, BKoyatoLLee
aHTUrVNepTeH3NBHbIe npenapartbi (mpu
MOBLILLEHHOM apTepuanbHoOM Aasre-
Ha (AL)), Ans yMmeHblUEHUs remo-
OVHAMUYECKOrO BIIUAHUA HA CTEHKY
aopTbl), uHr6uTopsl AN, GeTa-appe-
Hobnokatopsl, 610KaTop  peLenTopos
aHrnotensuHa Il (nosapram).

CornacHo pekomeHZaumam no Je-
YeHmo bonesHeil aopThl, BCEM nauu-
eHTaM C pacLumpeHiemM aopThi (Gonee
50% HopMarnbHOro AnameTpa cocyaa)
Ha3HavaloT beTta-appeHobnokaropbl B
CTaHOapTHbIX fo3ax Ans BO3MOXHOro
YPEXeHNs CKOPOCTI PaCLUMPEHIs Kop-
HA aopTbl, MOCTOAHHOrO KoHTpona ALl
(nopmepxarue cuctonuueckoro Al
Ha yposHe 120 MM pT. CT, a B cnyyae
auccekuun — 110 MM pT.CT.), YacToThl

46 |

CepLeYHbIX CoKpaLleHuii MeHee 60 yo/
MiH (Knacc |, ypoBeHb A0KasarenbHo-
cTn B). Mpenapatom BTOPOIA HUI 5B-
naetcs uHrnéutop AM® unn bnokarop
peLenTopoB aHrnoteHauHa Il — nosap-
TaH (100 mr/cyT) (knacc lla, ypoBeHb
[loKasatenbHocTy B), TpeTbeit Hum —
bnokaTopbl KasbLMeBbIX kaHarnos [36].

ObHazexuBatoLLe pesynbsTatbl Mo
3ameJIeHnio CKOpOCTI MPOrpeccupo-
BaHUA PacLUUPEHNs KOPHA aopTbl NoA
BAUAHMEM fl03apTaHa bbiin nonyyeHsl
B MEPBOM KOHTPONMPYEMOM MPOCTeK-
TUBHOM PaHLOMU3UPOBAHHOM UCCe-
[OBaHMN NALMEHTOB C CUHLPOMOM
MapdaHa, onybnukosaHHom B 2013 r.
[39]. ABTOpbl OTMETUNN  CHIKEHME
CKOPOCTU PacLUMPEHNs KOPHA aopThl
(Ha ypoBHe cuHycoB Banbcanbabl u
CUHOTYBYNAPHOrO CoeauHeH!s) Hesa-
BUCUMO OT BO3pacTa, nosa, YPOBHA
AL, Hannuua mytauun FBNT n Kowm-
buHauum ¢ beta-agpeHobnokaropamu.
B rpynny nccnegosaHus BKOUMNIN Na-
LIMEHTOB, MEepeHeCcLUX OnepaTiBHOe
BMeELLIATENbCTBO MO MOBOZY pacLumpe-
HUS a0pTbl, HA POHE Npuema fo3apTa-
Ha 100 Mmr/cyT B TeyeHue 3 neT, y HUX
TaKXe OTMETUIN CHUXEHUE CKOPOCTU
pacLUMpeHns KopHs aopThl. JlozapTaH,
cHuxasa ALL, yMeHbLLaeT reMoguHamu-
4ecKoe BO3LeNCTBME Ha CTEHKY aopThl;
BMECTE C TeM B CCNIeJ0BaHMI He Bbif-
BUSIN KOPPENALMN MEXTY N3MEHEHNEM
cpegHero Afl co ckopocTbio gunara-
L KOpHA aopTbl. BO3MOXHbIM 00b-
AACHEHMEM MONOXUTENbHOTO BAUAHUA
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fosapraHa fBnAeTca
cnocobHocTb  Mpena-
pata  UHrMbupoBatb
curHanbHble Nyt TGF
-B 1 nogaBnATL aKTIB-
HocTb MMIT.
MonoXuTenbHbli

Bxmioum ahdpekt MeguKa-
MEHTO3HOro J1eYeHua

aopTbl Mpu CUHAPOME
MapdaHa, BO3MOXHO,
bydeT 1cnonb3oBaH B
neyeHn  aopTonatum
npu JAK.
Xupypruyeckoe
neyenne JAK npu-

MEHAIOT Npu 3Hauu-
OTxnioum TENbHOM HapyLleHun

nobouHbie 3¢pPexTbI (yHKUMM  Knanaxa
(cTeHO3 unm  He-

}J,OCTaTOLIHOCTb) n
KomooptHas Tepanus Al, oucKe  paseuTus

npoanesaowas >Xm3Hb nuccekyun/paspbi-

Ba aopthl.  Xupyp-
rmyecKkoe  feveHue

fiosapraH ® aHeBpu3Mbl  aopThl
EHTOP rnokKasaHo npu wupu-

He aoptbl 40-50 MM

PY M3 PE NsOO0S/OG/13/16 or 05.022016 B 3aBUCUMOCTI OT Ha-

nmuna aktopos pu-
cKa: npu yBennyeHuu
onametpa >0,5 cm
B rog, npu ofgHoBpe-

MEHHOM  MpoTEe3upo-
TEAEOH PUXTEP OAO BaHWM  aopTaJibHOro
KnamaHa un LWupuHe
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KOPHA WAM  BOCXOAALLEA  aopThl
>45 mm (knacc |, yposeHb [oKasa-
TenbHocTi C). OnepaTtuBHoe neuyeHue
KOPHA W BOCXOAALLEA aopThl peKo-
MEHAYIOT Npu ee LunMpuHe >45 MM B
clyyae OJHOBPEMEHHOrO Xupyprive-
CKOTO NleYeHns aopTanbHOro nopoka
B CBA3U C BblpaXeHHbIMU reMofuHa-
MUYeCKUMU HapylueHusamn (knace |l
ypoBeHb fokasatenbHocT C) [36].

3aknioueHue

BpoxpgeHHbiie nopok cepgua JAK
ABNAETCA  PaCrpOCTPaHeHHbIM  cep-
LEYHO-COCYAMCTHIM  3ab0/EBaHNEM,
Mpu KOTOPOM PacCTpPOIACTBa, He orpa-
HMYMBAACL CTBOPKaMK  aopTasibHo-
ro Knanada, pacrpoCTpaHAIoTCA Ha
aopTanbHOe KOSbLO, KOPeHb aopThl 1
BOCXOASLLYt0 aopTy. Pa3sutie aopto-
natum O6bACHAIOT MHOMAMM MpUYIHa-
MU, CPeau KOTOpbIX HacneACcTBeHHas
npegpacnonoXeHHOCTb, FeHETUYeCKIe
HapyLLeHus, MepecTporika CpeaHero
CNOA CTEHKN aopThl 1 remMoguHamMuye-
CKIe HapyLueHus, obycnosnmsatoLLme
CHIDKEHME 3MACTUYHOCT U MeXaHu-
YeCKOM MPOYHOCTU TPYAHOM aopThl.
AuarHoctuka JAK ponxHa Bkovatb
METOAbI BU3yanu3aLn rpygHomn aopTsl
C OLIEHKOIA LLpUHBI cocyda B 0bnactu
aopTanibHOro0 Komblia, CMHYCOB Banb-
canbBbl (C pacuyeTom kputepus Z),
CUHOTY6YNAPHOrO COEMUHEHN 1 BOC-
XOAALLEHA aopTbl, @ TaKKe MOHUTOPU-
POBaHME W3MEHEHUI ANA HasHaueHusA
MeAUKaMEHTO3HOTO feveHns 1 npu-
HATUA CBOEBPEMEHHOr0 peLUeHns O
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XUpYPrvveckom neveHumn. lMpu MoHu-
TOPUPOBaHM pa3MepoB aopTbl U Bbl-
bope Xupypruyeckoii TakTUKi cnegyet
y4uTHIBaTb HEOAMHAKOBbIE 3MEHEHUSA
copmbl 1 Tomorpachum  aHeBpPU3MbI
aopTbl MpU pasnnuHblX  heHoTUnax
JAK [40].

B KnuHWYeckoii npakTuke npu
ANarHoCTMpOBaHUI LBYCTBOPYATOro
aopTanbHOro KnanaHa Heobxogumo
aHanu3upoBatb MpU3HaKNM aopTo-
natum, CUCTEMHble MPU3HAKN BO-
BNIEYEHUS COELUHUTENIbHON TKaHU
ANA BbIABEHNA CUHLPOMOB Hacnea-
CTBEHHbIX HapyLUeHuid, accouumpo-
BaHHbIX C aHeBPU3MOIii aopThl, Ana-
FHOCTUYECKNE KpUTEpuUn MOPOKOB

cepaua.
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