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AKTYANbHOCTb. ONPEAENEHUE

OcTpoe paccnoeHue 1 paspbiB a0PTbl — peA Ko BCTpeYyatolleecs, KpUTUYeCKOoe COCTOsHUE,
accoummpytoLLeecs C BbICOKMM PUCKOM PaHHEN CMEPTHOCTY NPU OTCYTCTBUM ieYeHuUs, 0COBeHHO B
C/ly4asix BOB/IEYEHUA BOCXOASALLEN HACTW QOPThl.

BepeMeHHOCTb CyL,eCcTBEHHO YBE/IMUYMBAET PUCK KaK 0BLLMX COCYAUCTbIX COBbITUN, TaK 1 Pa3pbiBa
n paccnoeHuns aoptbl (PA). YactoTa PA y bepemMeHHbIX COCTaBASIET 14,5 HA 1 MJIH XXEHLLMH B
CPaBHEHWM C 1,24 Ha 1 MJIH He bepeMeHHbIX (B 12 pa3 yauie). MaTepuHckaa CMepTHOCTb MO
npuymnHe PA cocTasnseT 10 30%, a CMepTHOCTb NJioga - A0 50%.

B TeyeHune nepBbix 48 4 nocsie pa3suTnsa PA yacToTa 3aperncTpMpoBaHHbIX C/1y4aeB CMEPTHOCTU
oueHuBaeTcs B 1% B 4ac 1 npesbilwaeT 80% B Te4eHUe NepBoro MecaLa.

Pa3sutne PA MOXXHO NPOrHO3MPOBaTh Y NaLMEHTOK C BPOXAEHHBbIMY aOPTONATUAMMU,
ManbdopmaLMen aopThl, ABYCTBOPYATbIM aOpTasibHbIM K/ianaHoM. BmecTe ¢ TeMm, 310
yrpoxatoijee CoOCTOAHME MOXET BO3HUKHYTb Y paHee 3J0POBbIX XXEHLLWH.

PA HermocpeACTBEHHO 3aTparnmBaeT Cpasy HeCKO/1bKO HanpaBaeHu BpayebHOM NpakTUKK:
aKyLLIEepPCKO-TMHEKO/I0rnYyeckoe, KapAno0rnMyeckoe 1 KapAanoxupyprmyeckoe.

YUnTbiBas, YTO MHOIME XEHLNHbI 40 U NOcNe BepeMeHHOCTU He MOAO03PEBAOT O HANYUN
COCTOSIHUI, CBSA3AHHbIX C MOBbILIEHHbIM PUCKOM pa3BuTUa PA, a akyLlepbl-rMHEKO/I0rM He BCeraa
0OCBE0M/IEHbI O BEPOATHOCTM HacTynaeHUs nog006Horo cobbiTus, n3yvyeHme ocobeHHocTeM
NopaXKxeHnsa aopTbl NpnobpeTaeT 0CoHLIN NPAKTUYECKUM MHTEPEC.

De Martino A. et al. J Card Surg. 2019; 34(12): 1591-97.
Poniedzialek-Czajkowska E. et al. Ginekologia Polska. 2019; 90,6: 346—50.
Jayaram A, et al. Br J Anaesth. 1995; 75: 358-60.
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KNACCUOUKALIMA PACCNOEHUA AOPTDI

CyuwiecTBytoT ABe knaccuumkaumm octporo PA. CornacHo CTaHdopackon knaccupukauum Bol4ensioT 2 TUna:

TMN A, Ha J0N10 KOTOPOTo NpuxoauTcs 79-89% cnyyaeB PA y 6epeMeHHbIX ¢ nopaxceHuem 80cxo0Aaujeco omaena aopmsi C
1 6e3 BOBIeUEHNSI HUCXOASILLLEN €€ YaCTMu.

Tun B — BoBnekaeTca mosbko HUCX00AWaA Yacmb aopmsl, HabaogaeTca B 11-21% cayyaeB PA y 6epeMeHHbIX.

Bonee aHaTOMMYeCKN TOYHOW ABAAETCS kKaaccudukaumsa e Berkn, B COOTBETCTBUN C KOTOPOW BbigenstoT 3 Tuna PA. Mpu
| TMNe MecTo pa3pbiBa MHTUMbI HAXOAMUTCH B BOCXOAALWEM OTAE/1e aOPThbl, TOrZa Kak pacc/ioeHne MoXeT
PacnpoCTPaHATLCA Ha AYrY, FPYAHOW 1 bptolHom oTaenbl, npu Il TMNe pa3pbiB pacnosiaraeTcs B BOCXOAALLEN aOpTe U
pacc/ioeHne orpaHMyYeHo TO/IbKO BOCXOAALW MM ee oTAe10M, U, HakoHel, |l Tun xapakTepusyeTca pa3pbiBOM UHTUMbI B
HUCXOAALWEM OTAE/e C aHTErpagHbIM AW PETPOrpaAHbIM PacnpoCTPaHEHNEM PacC/I0eHUS.

.
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‘
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PaccnaunBatolaf aHeBpu3ma aopTbl (TUnA) y PaccnhauBatolast aHeBpu3ma aopThl (Tun B) y
bepemeHHOM NauUEHTKN 1 (NepBbi TPUMECTP) bepemMeHHOM NaLMEHTKN 2 (MOCNeAHNN
TpUMecTp)

Tien M. et.al. J Cardiothorac Vasc Anesth. 2020; 34(4): 867-73.
Yang G. et.al. Int J Clin Exp Med. 2015; 8(7): 11607-12.



OU3NONOMUYECKME USMEHEHUA CEPAE‘-IHO-COCYAVICTOI;"S CUCTEMbI BO BPEMA
BEPEMEHHOCTU

Bo Bpems 6epeMeHHOCTM NPOUCXOAST CI0XKHbIe GU3MOA0rNYecKne reMoANHAMUYECKME U3MEHEHMS, HapacTatoLue B
TeYeHue BCero nepuoga rectaumm (cm. puc.). OHM BKIKOYAIOT CyLLLECTBEHHOE yBeAnyeHne obbemMa KpoBK, 4acToTbl
CepAeyHbIX COKpaLleHUR, yaapHoro obbema, cepaeqHoro Bbibpoca, MacChl MMOKApPAA Y KOHEYHO-AMACTOINYECKOTrO
pasMepa s1eBoro xenygouka. Kpome Toro, 6epeMeHHOCTb BbI3bIBAET YBE/NMYEHUE COAEPXKAHUS SCTPOreHOB U HEKOTOPbIX
APYrux rOpMOHOB (Hamnp., pe/1akCcuH), KOTOPbIe OTBETCTBEHHbI 33 FTMCTONIOrMYECKME U3MEHEHMS CpeAHelN 060/104eK aopThl
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CB — cepaeuHbin Bbibpoc; YO — yaapHbiv obbem; YCC — yacToTa cepaeyHbix cokpauieHuit; OLIM — obbem

LMpKyanpytowen naasmel; AZlc — cuctonnyeckoe apTepuanbHoe gasneHuve; A4 — Avactonmyeckoe aptepuasbHoe
AasneHue; Fem. — remornobuH; ONCC — obuiee nepudepmryeckoe CONPOTUBIEHNE COCYAOB.

KaramermerY, Roos-Hesselink JW. Expert Rev Cardiovasc Ther. 2007; 5(5): 859-69.



COCTOAHUA , NPEAPACNIONATAIOLIUE K PACCZNIOEHUIO AOPTDI

dakTopbl, yBenMumBatowme Hanpsi>keHue Ha
CTEHKY aopThbl:

apTepuanbHas rMnepTeH3ns;
beoxpoMoLnTOM];

CTUMY/INpYOLWMe npenapaTbl (KOKanH);
npmnbaBka Maccol Tena y bepeMeHHbIX;
TOPCMOHHOE  MOBpEeXJAeHue  Uan

Bbl3BaHHas  CWMIOW  WMHepUMn  Npw
TOPMOXEHUW;

KOapKTaLMsa aopThl.

3aboneBaHus:

apTepuunT Takascy;
FMrAHTOK/IETOYHbIV QPTEPUUT;
apTepuuT bexyeTts;
CUCTEeMHAA KpacHasi BOJIYaHKA
MOJIMKNCTO3 NOYeK

NHekumnoHHble 3aboneBaHus:

cnduanc;
Tybepkynes;
MHEBMOHMUS;
OCTEOMUENNT;
cencuc.

TpaBMa,
pe3Kom

MaTonorna meamanbHOro cnos dOpPThbl:

HacnepcTBeHHble CUHAPOMBI:

CMHApoM MapdaHa;

cocyanctas popma cuHApoma dnepca-AaHno;
CUHApPOM TeépHepa;

CuMHApom Jlonec-AnTua;

ABYCTBOPYaTbIM AOPTa/IbHbIV KAaMaH;
ceMelrHas aHeBpM3Ma rpy4HOro OTAe 1a aopThl;
aHHY/10Q0pTa/IbHasA IKTa3US.

NpumeHeHue npenapaToB:

FIFOKOKOPTUKOUADI
MMMYHOCYNpeCCMBHble MpenapaThl
bGTOPXMHONOHBI

Smok DA. Semin Perinatol. 2014; 38(5): 295-303.
Rawla P. et.al. Cardiovasc Hematol Agents Med
Chem. 2019; 17(1): 3-10.



KPATKASl XAPAKTEPUCTUKA FEHETUMECKUX HAPYLLUEHUMW,
CONPOBOXAAKOWMUXCA AETEHEPATUBHBIMUA U3MEHEHUAMUA MEAUU
AOPTDI

B cBA3u c TPYAHOCTAMU B ANATHOCTUKE BAXKHbIM ABNAETCA 3aN0403PUTb Ha/n4vune 3aboneBaHuUs
dOpPTbl Y NayMEHTOK BbICOKOIO PUCKaA.

Kak npaBna0, Y MOZTOAbIX NMALUUNEHTOK I'IpI/I‘-IVIHOl‘/JI PA o6bl4HO ABAAIOTCA Hac/1eACTBEHHbIe
dOpPTOMNaTnn, KOTOPbIE NPOABAAKOTCA PAa3/IMYHbIMK NMOBPEXAEHUAMM aOPTbl U MOTYT
COMpoBOXAaTbCA natosoruemn APYIrMX opraHoB n CUCTEM C BOBJZ1IEHEHNEM 3KCTpaaopTaano§1
BaCKYy/1aTypbl (CMHApOMHble N HECUMHAPOMHbIE I'lO,ZI,TMI'IbI).

Cunapom Mapdana (Marfan syndrome)

Pa3Butue cuHapoma MapdaHa nponcxoaunT BCaeACTBUE MyTauum B eceHe FBN-1, kogupytoLem
dubpunnmH-1, AenoHMpoBaHWeE KOTOPOro HabaoAaeTcs, B TOM YMC/IE NO HAPYXKHOMY
NepuUMETPY 311aCTUYECKMX BOJIOKOH B MeMaibHOM C/10€ BOCXOAsLLen aopThl. B pesyabTaTte
reHOMHOW TpaHChOpPMaLLMM NOBbLILLIAETCS aKTUBHOCTb MAaTPUKCHbBIX META/IZIONPOTENHA3S, YTO
BbI3bIBAET pPa3pyLUeHMe IKCTPALENIIOAAPHOIO MaTpUKCa.

CUHAPOM HacaesyeTCs N0 ayTOCOMHO-AOMUHAHTHOMY TNy 1 06beUHSET paj U3MEeHeHUN,
BKJIIOYAs MATO/IOMMIO CKeNEeTa, r1a3 U KapAMOBaCKyAspHbIe HapyLeHUs.

Ostberg NP. et. al. Biomolecules. 2020; 24: 10(2).
Goldfinger JZ. et. al. JAm Coll Cardiol. 2014; 64(16): 1725-39.



Cunapom MapdaHa (1)

Y naumneHToB C CEMeNHbIM aHaMHe30M cuHapoMa MapdaHa guarHo3 npaBoMOYeH npu
HaaAU4YMmM XoT4 Obl O4HOI0O U3 2-X NMPU3HAKOB:

® O3KTOMU“U XPYyCTa/nka nan

= 3HEeBPM3Mbl KOPHSA a0OpPThI.

B ClydafaX OTCYTCTBUSA B CEMbE 3TOIO 3aboneBaHuUA HEO6XO,£I,VIMbI oba YKa3aHHbIX MPU3HaAKa.
be3 TakoBbIX ANarHo3 6a3mpyeTc9| Ha OBHOB/IEHHbIX B 2010T. ANATrHOCTUHECKUX KPUTEPUAX
(«['eHTCKaa HO30N0TUAY).

YrpoxatoLLMMum Xn3Hu nposiBaeHnsaMu cuHapoma MapdaHa asastoTcs aHeBpuama n PA. Puck
PaccioeHns y Takmx 60bHbIX NOBbILLEH B CBA3M C MMEIOLLENCA CTPYKTYPHOW
HecTabuabHOCTBIO a0pThl, @ YacToTa PA koppenupyeTt c gnaMmeTpom cocyga. ExxerogHbin puck
PA y nauueHTOB € cMHApoMoM MapdaHa npu agnameTpe aopTbl Hosee 5,0 cM cocTaBaseT 13%.
Y 6epemeHHbIX c cuHApoMoM MapdaHa nosbileHHbIV puck PA obycioBaeH coueTaHneM aTux
ABYX COCTOSHUM (FeHOMHOW MyTauum u bepeMeHHOCTH).

Tekyuime pekoMmeHaaumm BO3 knaccuduumpytoT XeHLKUH ¢ cuHgpoMoM MapdaHa K 4-ou
KaTeropmm cepfe4Ho-coCcyAnCTOro pUcka, NpexJe BCero oCHOBbIBAsCh HA pe3y/ibTaTax
M3MepeHUs JMamMeTpa KOPHS aopThl.

Smith K., Gros B. Congenital Heart Disease. 2017; 12(3): 251—260.
Loeys BL. et.al. ] Med Genet. 2010; 47(7): 476-85.



Cocyaucran ¢opma cunapoma dnepca-Aanno (Ehlers-Danlos syndrome)

Pesko BCTpevatoleecs HapyLleHme COeAUHUTEbHOM TKaHM, KOTOPOE HaceAyeTcs No ayTOCOMHO-
AOMUHAHTHOMY TUMY U XapaKTepu3yeTcs Ierko 06pasyroLLMMMCa KPOBOMOATEKAMM, UCTOHYEHMEM
KOXMU C BU3Ya/IbHO 3aMeTHbIMU BEHaMU, OTIMUNTE/IbHBIM BblpaXKeHUEM AnLLa (MUMUKOM), pa3pbiBOM
apTepuit, MaTKu UAN KNLLEYHUKA.

AuvarHocTuka TpebyeT reHeTUYeCKOro TeCTUPOBaHUS C Lienbio onpeaeneHus gedekta B COL3A1 eeHe,
KOAMPYIOLLLEM 3 TUMN KOANAreHa.

[epBbIMM NPU3HAKAMU CUHAPOMA MOXET ObITb YepenHo-nLeBas aHOMaNUA:

" pacuienaeHune HebHOro A3bIYuKa;

" runepTenopusMm (YyBeanyYeHHOE PaccToAHUE MEXAY ABYMS MapHbIMU OpraHamu);

"  KPaHMOCMHOCTO3 (NpexaeBpeMeHHasa occndukaLms yepena n 0banTepaLms LWBOB).

CpeaHsasi NPOAO/KUTENBHOCTD XMU3HM COCTABASET 48 neT, npuyemM 60NbLINMHCTBO CMepTeN Bbi3BaHb
pPacCcNOeHMEM UM PA3PbIBOM apTePUN TPYAHOM 1 BPIOLLIHOM NOAOCTM YacTo 6e3 aHeBPU3M.
PA cayxut npmumHon 22% Bcex cmepTen y NauneHToB C CUHAPOMOM daepca-AaHo.

BcneacTBme NOBbILWEHHOM PAHUMOCTY TKaHEN, Takue NaLneHTbl NOABEPXEHbI KDOBOTEYEHUSAM,
CK/IOHHbI K MJI0XOMY 3aXKMBJIEHUIO, HECOCTOATENbHOCTM paH, opMUPOBaHMIO GUCTY U CNaeYHbIM
OCJIOXXHEHUSAM NPU XMPYypruveckom neveHmnu PA.

Ostberg NP. et. al. Biomolecules. 2020; Jan 24; 10(2).
Goldfinger JZ. et. al. J Am Coll Cardiol. 2014; 64(16): 1725-39.
Pepin M. et. al. N Engl J Med. 2000; 342(10): 673-80.



Cunpapom Nloiec-Autua (Loeys-Dietz syndrome)

CMHAPOM XapakTepusyeTca TPUaZon NPU3HAKOB:

1. W3BWANCTOCTbIO M aHEBPU3MAMM apTEpPUM,

2. yBe/AMYeHMEM PacCTOaHMA Mexay opbuTamu rnas (LUMpoKo pacCcTaB/ieHHbIe r1a3a) U
3. pa3gBoeHueM HebHOM 3aHaBeCkM (S3blYKa) UK pacLLeNMHOM TBepAOTro HEDa.

Pa3BuBaeTcs B pesyabTate mytauum TGF - 8 peyenmopos 1 uau 2 muna,
AWarHocTuka Tpebyet noATBEPXKAEHMUS METOAOM FEHOTUMNNPOBAHMSI.

B kpynHOM nccnegoBaHum naumneHToB ¢ cuHapomoM Jlovec-AAnTua (obuee uncao 9o
yenoBek) B 98% AnarHocTMpoBasiacb aHeBpu3Ma aopTbl. CpegHuMM BO3pacT
CMepTebHbIX UCXOA0B COCTaBuA 26 neT, Npy 3TOM NPUYMHAMU CMEPTU ABUAUCH
paccnoeHue rpyAHOro otaena aoptbl B 67%, paccnoeHue OpIoLLHOro 0Taena aopThbi B
22%, 1 BHYTPMMO3roBble KpoBoTeveHus B 7% ciyyaes.

Loeys BL. et. al. Nat. Genet. 2005; 37: 275-81.



KNMMNHUYECKARA KAPTUHA PACCNIOEHUA AOPTHI (1)

KnvHuueckne npossaeHuss octporo PA 06yc/ioB/ieHbl: pacc/ioeHMEM CTEHKW aopThl
BHYTPUCTEHOYHOU (MHTpamMypanbHOM) remMaToMOM W KOMMpeccuenm BeTBEUM aopThi,
CHabXaloWmx >XU3HEHHO BaXHble OpraHbl (cepAaue, rOAOBHOM M CMMHHOM MO3M, MOYKM,
KMLIEYHUK) C MOCAeAYIOLLMM PA3BUTUEM UX ULLIEMUMN.

1. BoneBon cuHapom. lNpu octpom paccnoeHun aopTbl 60/b BO3HMKAeT BHE3anHO, MMeeT
BblpaXKEHHYIO WHTEHCMBHOCTb, JIOKA/IM3YyeTCs, KakK MpaBuio, B rpyaHou kaetke (tun A), B
HeKoTOpbIX cydasnx (tun B) B obaactu cnuHbl nam 6pioliHON noaoctu. Takxke MOXKET HOCUTb
MUTPUPYIOLLMI XapaKTep, Yallie BCero rno xoay aopTbl BBUAY PacnpoCTPaHEeHMs PacCI0eHUs.

2 I'IpM I'IpOKCl/lMafIbHOl\/li J1I0Ka/In3aun pacCcaoeHnsd npu 06bEeKTUBHOM OCMOTPE HEPEAKO
BblAB/1AETCA AQCIJML[MT nynbca.

3. VI3 kapamnanbHbix 0CNOXHeHUW Haubosiee pacnpocTpaHEHHbIMW SABASIOTCA aopTajbHasn
peryprutaumsa (40-75% npu Tvne A), cepAevHas HeAO0CTAaTOMHOCTb, KapAWUOreHHbIM LOK,
TamnoHaja cepaua.

Erbel R. et. al. European Heart Journal. 2014; 35 (41): 2873—926.
Smok DA. Semin Perinatol. 2014; 38(5): 295-303.



KANMHUYECKARA KAPTUHA PACCNOEHUA AOPTDI (2)

4. BO3MOXHO pa3sutue nndapkTa MUOKapaa BCIeCTBME KOMNPeccun nam obantepaumm
YCTbsl KOPOHAPHbIX apPTEPUM, YTO YCYrybaseTca oCTPOM a0pTaibHOM peryprutawmen,
apTepuasbHOU runep- an rMnoTEH3NEN.

5. Cpeau peAKnx NposiBAeHNN OTMEYAIOT NJeBpasibHbIN BbINOT (OOLWINPHbLIN UK
He3HaYUTEe/IbHbIN), NEerOYHbIE OCOXHEHUA (KOMNpPeccus IerO4YHOM apTepuu,
aopTOonyNbMOHaNbHas GUCTYN], OAbILKA, OTEK erkKmnx), CUHKONANbHbIe COCTOAHUS, NoYeYHasn
HeA0CTaTOYHOCTb.

6. HeBponoruveckue cMMNTOMbI (OCTpas Nnapanierus, MeMmyeckas HerMponaTmus BepxXHUX
N[N HUKHUX KOHEUYHOCTEN, MHCY/IbT, KOMa) BCTPEeYatoTCs Y 15-40% NaLMeHTOK, U 3a4acTyio
MOTYT MacKMpOBaTb OCHOBHOE 3ab01eBaHne, MPOJIOHIMPYS NOCTAHOBKY NPaBU/IbHOTO
ANArHo3a 1, COOTBETCTBEHHO, Ha3HaYeHMe afleKBaTHOI O IeYEHUS.

7. Mpu3Haku Me3eHTepUanbHOU UEMUU MOTYT BbITb BpEMEHHBIMU UM NMOCTOAHHbIMU. Bob B
3NUTracTpuK, TMNOracTpum Uam NOSCHULE YacTo HecneunduYHa U TPaH3UTOPH], a B 40%
cay4dasix Boobuie oTCyTCTBYET.

Janosi RI. et. al. Herz. 2009; 34(6): 478.
Bossone E. et. al. Circulation. 2023; 128(21 Suppl 1): S175-9.
Di Eusanio M. et. al. J Thorac Cardiovasc Surg. 2013; 145(2): 385-390.€1.



OCNOXHEHUA PACCNIOEHUA AOPTDI

PA MOXET OCNOXHSATbCA Pa3pblBOM aoOpTbl MAM CONPOBOXAATbCA GOPMUPOBaHUEM
BTOPOro paspbiBa MHTUMbI C BO3BpaLLeHNeM KPOBM Yepes JIOXKHbIN NPOCBET B MOAOCTb
aopThl.

CpeAun ApYyrvx OCNOXHEHW BCTpeYaeTcs TaMMoHaja cepAlad, HesoCTaTOYHOCTb
aopTa/JIbHOro KjaanaHa, a TakXke MPOKCUMAaAbHbIA WAWM  AUCTANbHBbIA  CUHAPOM
Manbnepdysuu.

Cpean 0CIOXKHEHWM CO CTOPOHbI NA04a MOXHO BbIAENTb CIeAYIOLLME:

" [pex/AeBpeMEHHbIe POAbI,

" HeCcOOTBETCTBME pa3MepPOB N10A4a recTalMOHHOMY BO3PacTy (3asepXKa pa3BuTus),

" pecnMpaToOpHbIM AUCTPECC-CUHAPOM,

= BHYTPWXENYAOUYKOBbIE KPOBOU3INAHUS,

= BHYTpPUYTpobHas rubenb naoga nocne 20-u Hepgenu 6epemMeHHOCTM, CMeEpPTb B
HEeoHaTas/IbHOM (B TeYEeHMe 1-ro MecsLa XX1U3HU) nepuose.

Januzzi JL. et. al. ] Am Coll Cardiol. 2005; 46: 733—35.
Curry RA. et. al. BJOG. 2014; 121(5): 610-7.



ANATHOCTUKA PACCZIOEHUA AOPTDI

Mpu nopo3peHnmn Ha pasBuTure PA y bepemeHHON caesyeT Kak MOXHO bbicTpee BbibpaTh U
BbIMOJIHUTb METO/, BM3YyanM3aLmm, KOTopbi 061a4aeT BO3MOXHOCTbIO BCECTOPOHHEMN
OLLeHKM QOpThbl, BKAKOYAs U3MEpPeHUe eé arnameTpa, GOpMbl U CTEMEHU PaCcC/IOeHUS,
BOB/IEYEHME B NATO/I0rMYECKUIM MPOLLEeCC a0PTaIbHOMO K/1anaHa, BETBEW aopThl,
B3aVMMOOTHOLLEHME C OKPYXKAIOLWMMU CTPYKTYPaMMU U HaZIMUME MHTPAMYpPaibHOro Tpomba.

A5 NoATBEPXKAEHUA NN UCK/TIOYEHUA AMarHo3a ocTporo PA ncnosib3yroTcs MarHUTHO-
pe3oHaHcHasa Tomorpadust (MPT), komnbtoTepHas Tomorpadus (KT), TpaHCcTOpakaibHana u
ypecnuuieBogHas axokapanorpadumsa (IxoKr), BbinoaHSAOLMECA B COOTBETCTBUN C
YCTaHOB/IEHHbIMM PEKOMEHAALUAMMU.

MaumeHTbl C aopTONaTUAMM 0BHAPYXMBAIOTCA HECKONBKMMU cnocobamu:

1) KaK cayvallHas HaxoAKa npu pyTUHHOM obcieg0BaHUM C NPUMEHEHWEM
BM3Ya/IM3UPYIOLLNX METOAMK UM OBbIYHOM PEHTFeHO10r MYeCcKOM UCCNe0BaHUN
FPYAHOU KNETKH;

2) KAUVHUYECKU B Bue oCTpo pa3ssusLuerocs PA;

3) Ppe3y/bTaT CKPUHUHIA CpeAn POACTBEHHNKOB WL, C BbiiIBJI€HHbIM 3ab01eBaHMeM
aopThbl;

4) KaK4acTb YCTAHOBIEHHOr O BPOXAEHHOr o (Hac/sieACTBEHHOr0) 3aboneBaHums cepaua.

Erbel R., et. al. European Heart Journal. 2014; 35 (41): 2873—926.



ANATHOCTUKA PACCNOEHKUA AOPTbI

AKcnanbHbI CHUMOK KT 36-1eTHeu XeHLMHbl C ocTpon PA
TMna A Ha 26 Hegene bepeMeHHOCTM Ha YPOBHE Ay aopThl
(a), neBoro npeacepaus (b), ypeBHoro cTeona (c),
noAB3A0LwWwHon budypkauum (d).

Zhu JM. et.al. Ann Thorac Surg. 2017;103(4):1199-206.
Erbel R. et. al. European Heart Journal. 2014; 35 (41): 2873—926.

KT n B ocobeHHocTn MPT umetoT bonee
BbICOKYO CneunduYHoCTb U
4yBCTBUTE/IbHOCTb MO CPABHEHMIO C
IxoKT, Tak Kak NO3BOASAIOT BbIABAATH
MHTPaMypa/ibHble reMaToMbl,
NEeHEeTPUPYIOLLYIO aTEPOCKAEPOTUYECKYIO
3By, BOBJIeYeHME BETBEN a0PThI,
OLEeHMBaTb MNOpPaXxeHue aopTabHOro
KnanaHa v AucPyHKUMIO 1€BOr0
xenygouka. OgHako, ucnosbsosanue KT
BO BpeMsi bepeMeHHOCTY KpanHe
HeXxenaTesibHO, Kak Y KOHTPAaCcTUPOBaHMe
ragonnHuem npu MPT (MMeeT cBOMCTBO
MPOHMKATb Yepes NaaueHTy).

Takum obpasom, Hanbonee
NpeAnoYTUTENbHBIM METOAOM
obciej0BaHUA ABAAETCA
TPaHCTOpaKa/bHasa 1 YpecnuiLeBoHas
9xoKT, a npu HeobxoaMMOCTY (NpU
HeA0CTaTOYHON MHPOPMATUBHOCTH, NP
pUCKe pa3BUTUS PacCc/IOeHUs
HUCXOASILLEN MK DPIOLLIHOM A0pThl) —
MPT 6e3 ragonnHus.



BEAEHUE BEPEMEHHbIX C PACCNOEHUEM AOPTDI (2)

TakTuKa BegeHusi bepeMeHHbIx ¢ PA A0/pKHa pa3pabaTbiBaTbCs KOMaHAOM CAELMaANCTOB
HEeCKOIbKUX HanpaBAeHUN — KapANOIOTa, KAPAUOXMPYPra, FTEHETUKA, aKyLLepa-rmHeKoaora u
HeoHaTosiora. OLeHKa BKKOYAET AeTabHbiM cOOp aHaMHe3a, BK/I0Yasi CEMENHbIN,
06BbEKTUBHBIN OCMOTP M aHA/IN3 Pe3yAbTaTOB BCEX BU3YANUIMPYIOWMX METOAMK NCCAeA0BaHUSA
aopThl.

1. OcTpoe PA Tnna A aBasieTca nokasaHWeM K XMpPypru4yeckoMy BMeLlaTe1bCTBY Ha 1t0Hom
cpoke bepeMeHHOCTH.

2. /10 XMpypruyeckoro ne4eHus B C/ly4ae HaM4umsa apTepuanbHOU rmnepTeH3nm OCHOBHOM
LLe1blo ABASETCA DbICTPOE CHUXEHNE MEXaHNYECKOWN Harpy3ku Ha MOPaXXEHHbIV CEFMEHT CTEHKM
aopTbl NyTeM cHkeHnsa Al n cokpaTumocT Muokapaa. ns atoro Hanbonee
npeAnoYTUTeIbHbl BHYTPUBEHHO BBOAMMbIE B-agpeHobiokaTopbl (MeTONpoao,
nponpaHonon). Npu HeobXxoANMOCTM MOFYT TakXXe NPUMEHATLCHA BHYTPUBEHHO HUDEANNIH,
3Ha/1anpuaaT, HATPAT, HUTPOMPYCCUA,.

3. [pu pasBuBLliemcs octpom PA B 3-em TpumecTpe bepeMeHHOCTY U MPU HaIMYUM MPU3HAKOB
XKM3HEeCnocobHOCTHN N104a PeKOMEH0BaHO BHaYale JOCPOYHOE ONepaTUBHOE
poZopa3peLleHne, 3aTeM NpoTe3npoBaHNE aopThl.

Clift PF, Cervi E. Echo Res Pract. 2019; 7(1): R1-R1o0.
Wanga S. Can J Cardiol. 2016; 32(1): 78-8s.
Barpuii A.3. u gp. YHMBepcuTeTCKasa KAMHMKA. 2018; 2(27): 52-59.



BEAEHWUE BEPEMEHHbIX C PACCZIOEHUEM AOPThI (2)

4. Mocne kecapeBa ceveHUa ¢ Leabto NpodUAaKTUKM NOCAE0NEPALLUOHHOIO
KPOBOTEYEHUS MOFYT MCMOJIb30BaTh BHYTPMMATOUHbIN 6aNN0H.

5. [pun PA Tvna B BO3MOXHO UCMNO/Ib30BaHNE MEAMKAMEHTO3HOW Tepanum, 04HaKo, Npu
pe3KoM yXyZALIeHUN B COCTOAHUM (MPOrpeccupoBaHue pacc/ioeHus, yxyjleHume
reMoAnHaMnNKW, yBean4yeHre pasMmepoB aHEBPU3MbI, HEKOHTPOIMPYEMOe apTepuaibHoOe
[laBJeHNE) — XUPYPruyeckoe Uam sHA40Backy19pHOe BMeLLaTe1bCTBO.

6. OnepaTnBHOE BMeLLATE/IbCTBO 3aK/1II04aeTCH B pe3eKL MY MopaXKeHHOr 0 y4acTka aopThl,
yAaleHUM MHTUMAIbHOT 0 I0CKYTa, 0banTepaumm Bxoaa B I0XKHbIM KaHas,
NpoTe3npoOBaHUM UCCEYEHHOTO Y4acTKa aopThbl U BbIMOJAHAETCA MPpU KapAno-
NYy/IbMOHA/IbHOM LUYHTUPOBAHUM 1 B YC/IOBUAX YMEPEHHOM FUNOTEPMUMN.

Hanbonee pacnpocTpaHeHHbIMU XUPYPrUYeCKMMU TEXHUKAMU ABASIOTCS
npoTe3npoBaHMe KOPHS aopTbl No MeToay Bentall, npoTesnpoBaHune Bocxogsiuen aopth,
TOTa/IbHOE MPOTEe3MPOBaHME AYT aOPThbl, METOAMKA “3amMOpoXxeHHOro xoboTa csioHa”
(“frozen elephant trunk"), TopakoabaomMunHanbHOE NPOTE3UPOBAHME A0PThI U AP.

Cox DA. et. al. Arch Gynecol Obstet. 2014; 290(4): 797-802.
Zhu JM. Ann Thorac Surg. 2017; 103(4): 1199-1206.
Moulakakis KG. et. al. Ann Cardiothorac Surg. 2014; 3(3): 234-46.



KAKOYEBbLIE PEKOMEHAAL U NO BEAEHUIO BEPEMEHHOCTU NPU 3ABOJIEBAHUAX
rPYAHOI O OTAENA AOPTDI

Craausa 6epemMeHHOCTH PekomeHaauum

[NpeaBapuTeNbHbIN @aHANU3 " nauuMeHTKam ¢ 3aboseBaHUSAMU FPYAHOrO OTAE1a a0PTbl HEO6X0AMMO
06BACHNTL BO3MOXHbIE PUCKM KaK CO CTOPOHbI MaTepu, Tak U CO
CTOPOHBI N1043;
" C/esyeT nopekoMeHAoBaTb NpoBeseHne MPT a0 bepeMeHHOCTH C
OL,EHKOM a0pTbl MO BCEN €€ AJIMHE.

dapmakonoruyeckoe 1e4yeHne = HayaTb NpuMeHeHue B-agpeHobaokaTopos A0 bepeMeHHOCTU Npur
CM, Cna, 34, AAK, CT naymeHTKaMm € pacluMpeHmneM aopThbl;
= APA Il-610KaTOpbl A0/1KHbI 6bITb 3aMeHeHbl Ha B-agpeHobaokaTopbl
Ccpa3y nocse npexkpaLLeHna UCnoib30BaHNA Mep KOHTpaLenuuun.

OueHka B xoae 6€peMeHHOCTU ®  KaXAble 4-12 HeJ. PEKOMEHAYETCA MOHUTOPMPOBAHME BOCXOAALLEN

aopTbl C NPUMEHEHWEM YAbTPACOHOTrPadPUUECKUX METOA0B;

"  nauMeHTKam ¢ 3aboseBaHUAMU FPYAHOM a0OPThl, UMEOLW UM
AVNATALMIO AYTM QOPTbl, HACXOASLLEN FPYAHOM a0PTbl U/MAK
OptoLWHOM a0PTbl ONPaBAAHHLIM cYMTaeTca npoBegeHme MPT 6e3
raZ0NVHUS;

"  pYTUHHOE y/bTPacoHOrpaduryeckoe ncciesoBaHme Naosa
PEKOMEHAYETCS MPOBOAUTL C 0COObIM BHUMAHWEM B OTHOLLEHUMW €r0
pa3BUTUS Ha poHe NpuMeHeHns bepemeHHon B-agpeHob10KaTOPOB.

Wanga S. Can J Cardiol. 2016; 32(1): 78-85.



Xupypruueckue
BMeLllaTeNbCTBA Ha
aopte

PoaopaspelwieHue

n3bmpaTtenbHoOEe XMPYPryeckoe BMeLIATeNbCTBO A,0/1KHO NMPOBOAUTLCA NP
KPUTMYECKOM YPOBHE AMAaMETPa BOCXOASALLEN Q0OPTbl B 3aBUCMMOCTN OT BapMaHTa
3aboeBaHMS, yKa3aHHOM HUXE:

CM 45 MM

g 40-45 MM

34 NPOTUBOMOKa3aHoO

AAK 50 MM

CT 27 MM/Mm2

Apyrve npnyuHebl 50 MM

= npuTune A PA, cryumBluemcsi BO BpeMs bepeMeHHOCTU, HeMe iIeHHoe
BMeLLaTe/IbCTBO TpebyeTcs:

» NpW CpoKe rectaumu > 28 HeJ, BbINOJIHAETCSH KECAPEBO CEYEHUE;

> Npu CpokKe rectaumm < 28 HeZ BO3MOXHO OO NpoBeseHMe KecapeBa CeYeHUS,

NMb60 MOHUTOPUPOBaHME N10Aa B YC/I0BUAX KaPANOXUPYPrUYeCKOro
OTAENEeHUS;

npu TMne B paccnoeHns aopTbl MOKa3aHO MeAMKAMEHTO3HOE JieYeHUe C
perynsipHbIM MOHUTOPMPOBAHMEM aopTbl MeToA0M MPT.

y naymnenTtok c C3J nam CJ1A4, npn CM c gnametpom aopTbl >45 MM, npu AAAK ¢
AVNAaMeTPOM aopTbl >50 MM PEKOMEHZ0BaHO poAopa3peLleHne METOA0M
KecapeBa CeYeHuUs;

y 6epeMeHHbIX C HU3KMM MU NPOMEXYTOYHbIM PUCKOM BarMHa/ibHble POAbl
OTHOCKTEIbHO He3onacHbl.

MpumeyanHus: CM - cungpom Mapdana; C/14 - cunapom Sloneca-Antua; C34 - cuHapom Inepca-AaHno; CAPA -
ceMeWnHble aHeBpU3Mbl 1 paccnoeHunsa aopTsl; AAK - gBycTBOpYaThi aopTanbHbI knanaH; CT - cuHapoM TépHepa; *-
C3/] sBnsieTcs NpoTMBONOKa3aHWeM k bepeMeHHOCTH.






