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BBepeHune

PaccnoeHre n paspbiB BOoCcxogsllero oTaena aop-
Tbl — »KM3Heyrporkawowaa naTonorna cepneyHo-
COCYQUCTOW CUCTEMbI 1 OCHOBHaA MpuUYMHa neTanb-
HOCTM Y MauueHToB ¢ cuHapomom Mapdana [1; 2].
C yBennueHnem pa3amepoB KOPHA aoOpTbl MOCTEMEHHO
BO3pacTaeT n pucK paccnoenma [1-3]. B cBA3u ¢ aTum
COBPEMEHHbIE NOAXOAbI K NPOPUIAKTHNKE Y TaKUX Na-
LMEHTOB B OCHOBHOM COCPEAOTOUEHbI Ha MefIKaMeH-

A.C. HecmauHbiin, A.M. YepHasckui, 10.E. KapeBa

DepepanbHoe rocyaapcTBEHHOE OIOIKETHOE YUpexaeHe
«HauunoHanbHbIN MeAULMHCKW NCCNefoBaTENbCKUIA LIEHTP MEHN
akapgemuka E.H. MewanknHa» MuHucTepcTBa 3apaBooXpaHeHns
Poccuitckoin Qegepauum, HoBocmbupck, Poccuiickan Gegepauuns

OnuvcaH KNMHWYECKUIA Clyyaid yCrewwHom cTabmunmnsauymm Kop-
HSl 1 BOCXOASLLEro OTAesia aopTbl Y MauveHTa ¢ CMHAPOMOM
MapdaHa ¢ uenbio nNpenoTBpalleHnNs JanbHeNwWwero paclu-
PEHVA U CHUKEHMA PUCKa pa3pbliBa aopTbl. [AnA ctabunmsauyum
NCNOMb30BaNn yaepXUBaoLWUN NepCoHanbHbIN aopTanbHbIN
KOPCET, BbIKPOEHHbIN 1 CPOPMUPOBaHHBIN MO UHAVMBUAYANb-
HbIM aHaTOMUYECKMM MapameTpamM nauuveHTa (BHELWHUM pas-
Mepam KOPHsA U BOCXOZALIEro otaena aopThl). MimnnaHTtauus
TaKoro Kopceta NauMeHTy C MOrPaHUYHbIMU Pa3MepamMmn KOPHSA
1 BOCXOASALLEro oTaesnia aopTbl NO3BOJIAA M36eXaTb 60MbLLON
onepaumvoHHON TPaBMbl, UCKYCCTBEHHOTO KpPOBOOOpalleHN s,
aHTVKOArynsaHTHOW Tepanuy nocsie onepawmu, a Takxe CHU3UNa
PVICK AanbHenwWwero paclmpeHns 1 pa3pbiBa aopTbl NpY aHHON
npeppacnonoxeHHocTn. CornacHoO OfHONETHUM pe3yrnbTaTaMm,
OTCYTCTBYeT OoTpuuaTenbHasA AMHaMMKa B BuUAe yBennyeHus
pa3mepoB KOPHA 1 BOCXOAALLEro oTAesa aopTbl, FeMOAUHaMU-
YeCKMX HapyLUEeHUA Ha a0pTasIbHOM KJlanaHe.

KnioueBble cloBa: aHeBpM3Ma BOCXOAALEro OTAeNa aopTbl;
KINMHUYECKUI Cyyall; NepCcoHanbHbIN aOpTalibHbI KOPCET; CUH-
apom MapdaHa; 3K30npoTe3npoBaHue aopTbl

TO3HOW Tepanuu 6eTa-6nokatopamu 1 6roKaTopamu
AHTMOTEH3UHOBBIX PELENTOPOB, HaMNpPaBNEHHOW Ha
3aMepNieHe gunataunn, a Takke NpoTe3npoBaHNN
Bocxogsuwero otaena aoptbl [1-3]. Mpwn Tom yToO Ne-
KapCTBEHHble MpenapaTbl MOryT 3amMesifTb CKOPOCTb
AvnaTtauuu, pacliMpeHne aopTbl BCE XKe Mporpeccu-
pyeT 1 nauueHTbl ¢ cnHgpomom MapdaHa B KOHeu-
HOM MTOre NMOABEPralTCs MPOTE3UPOBAHMIO BOCXO-
JALWEro oTaena 1 KOPHA aopTbl NPY AOCTUXKEHUN ee
noporoBbIx pa3mepos [1; 2]. OnepaTrMBHOE NeyeHNne,
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KaK NpaBwio, NpegnonaraeT nNpoTe3anpoBaHne BOC-
XOAALWEro oTAena aopTbl M aOpTaNbHOrO KnamnaHa
KnanaHocogep»alum KOHAYUTOM WM nNpoBeaeHne
KnanaHocoxpaHsiolwenn onepauun (David, Florida
sleeve) [4]. MpoTe3npoBaHme AEMOHCTPUPYET HU3KYIO
NeTaNbHOCTb, OAHAKO COMPAXEHO C MOXKM3HEHHbIM
NpPYeMOM aHTUKOArynfaHTOB M3-3a UCNONb30BaHUA
MeXxaHn4yeckoro npotesa. [Npn KnanaHOCOXPaHAOLMX
ornepaumnax COXpPaHAETCA HaTMBHbIN KnamnaH, Yto no-
3BOJIAET OTKA3aTbCA OT MNOXKM3HEHHOW aHTUKOArynAHT-
HOW Tepanuu, OgHaKO OHM TEXHNYECKN 6osee CIIOXKHbI
N COMpPs>KeHbl C A0PTaNIbHOW HEJOCTAaTOUYHOCTbIO B OY-
ayuwem. Mo gaHHbIM MHOTOLEHTPOBOIO UCC/IelOBaHUA
J.S. Coselli n coaBT,, B KNnMHMKax ¢ 60MbLLMM OMbITOM
BbINOMHEHNA K/TanaHOCOXPAHALWNX onepaunii, Je-
pe3 rof nocne Takmx onepauun y 7 % nayneHToB
¢ cuHapomoM MapdaHa BbiiB/siflacb 3HaYMMas aop-
TanbHaA perypruTauma [5]. Kpome Toro, knanaHocox-
paHsALre onepauun He BCeraa BbiMOAHUMbI U MOTYT
BECTU K UHTPaonepaLnoHHON KOHBEPCMM B MPOTE3N-
pOBaHMe aopTaNibHOro KnanaHa.

OOvH 13 MeTodOB XMPYPruyeckoro fieyeHna —
9K30MpPOTe3NUPOBAHNE, KOTOPOE MOXKET BbIMOSHATLCA
HEeCKONbKUMIK criocobamu. [Mpy nepBoM BOCXOAALMNA
OTAen aopTbl MNOMEPEYHO paCCeKaloT, MOMEeLLAoT ee
B IMHENHbIN CUHTETUYECKUI NPOTE3 U flaniee BOCCTa-
HaB/NMBAIOT LENIOCTHOCTb CTEHKM aopTbl. Taknm obpa-
30M aopTa OKa3blBaeTCA BHYTPU CAEPKUBAIOLLErO ee
JNIMHENHOTrO CUHTeTMYeCKoro nportesa. Metog noppa-
3yMeBaeT NPUMEHEHME NCKYCCTBEHHOTO KPOBOObpa-
LWeHMA 1 OKKM3un aopTbl. 1o gpyron TexHonorum
aHeBpPU3MATUYECKN PaCLLUMPEHHYIO aopTy CHapY»u
YKYTbIBAIOT CUHTETUYECKMM JIOCKYTOM 1 QUKCMPYIOT
€ro K CTEHKe aopTbl 6€3 BMeLLaTeNIbCTBa Ha OTKPbLITOM
aopte [6]. O6a cnocoba no3BonAwT A0OUTbCA CTa-
6UnNM3auun pPasMepoB TOJIbKO BOCXOASILIEro otaena
aopTbl, AUCTaNIbHEE CMHOTYOYNSPHOIO COUYNEHEHNA.
OnwucaHbl ycnewHble ciiyyan 3K30MpoTe3nMpoBaHmA
y NaLueHToB ¢ cuHapomom MapdaHa, B Tom uncne ans
NPodUNAKTUKM aHEBPU3MATMUYECKOTO pacLIMpPeHmns
1 NPOTe3UPOBaHUA aopThbl [7].

B KauecTBe anbTepHATMBHOrO Metoga paspabo-
TaHa NepcoHaNN3nNpPoOBaHHaA TEXHOMNOIMMA BHELUHEN
NOAAEPXKKN KOPHA aopThl [8; 9], KOTopylo ycnewHo
npumeHnnu C. lzgi n coast. [10]. CyTb TexHOnornm
3aK/0YaeTcA B XMPYPruyeckom MMMaaHTauum WH-
AVBUAyanbHO chOPMMPOBAHHOIO A0OPTASIbHOIO 3K-
30MpoTe3a AnA NoAAEPKKM KOPHA U BOCXOAALLEro
oTaena aoptbl. B HacTosiwel paboTte npepncTaBneH
YCMELLHbIA OMNbIT XNPYPrMYeCKOoro ie4eHna aHeBpm3-
Mbl BOCXOASALLErO OTAEesa U KOPHA aopTbl 6e3 npume-

© HecmauHbin A.C. n coasrt., 2021

HEeHMA UCKYCCTBEHHOIO KPOBOOOpPaLLeHUsi MeTOAOM
WMMIAHTaL MM NepCcoHasibHOro aopPTasibHOro Kopce-
Ta — VHAVBYAYaNbHOMO 3K30MPOTe3a aopThl, CO3A4aH-
HOTO MO AaHHbIM MYJIbTUCNNPASIbHON KOMMbIOTEPHOW
Tomorpadum (MCKT), y naumeHTa ¢ cuHgpomom Map-
daHa.

KnuHnyecknnm cnyvai

My>xuunHa, 28 net, noctynun B OIBY «HMUL
uM. ak. E.H. MewanknHa» Munnsgpasa Poccum ¢ gnar-
HO30M: paclMpeHne KOPHA U BOCXOAdALWero otgena
aopTbl. XpoHMYeckasa cepfeyHad HefoCTaTOYHOCTb
| ct. Il dyHKUMOHaNbHOro Knacca no Knaccudpukauum
Hblo-Mopkckoi accoumauun kapanonoros (aHr. New
York Heart Association). Cungpom MapdaHa, cornac-
HO [eHTckMM Kputepumam 2010 r.: paclumpeHme aopThbl
(Z-score > 2) n nogsbiBNX xpycTanuka [11-13]. Mpn
obcnegoBaHuy no gaHHbiM MCKT BbISABMAN paclimpe-
HMe aopTbl Ha YPOBHE CUHYCOB A0 50 MM, Ha YpOBHe
CUMHOTYOYNSAPHOro coefiHeHMs 37 MM, B BOCXOAsALLEM
otgesne guameTp aopTbl 27 MM. PaccnoeHuns, yTonule-
HUA CTEHOK aopTbl He OOHapPYXMAW. YCTbA KOPOHap-
HbIX apTePUin PacrnofioXeHbl TUMNNYHO. 1o AaHHbIM
axoKapanorpadum AUarHoCTMpPOBaNu paclipeHue
KOPHSA aopTbl (pasmepbl a0PTbl COOTBETCTBOBANMN JaH-
HbIM MCKT), MHTaKTHbI @OpTanbHbIN KNanaH C TOHKK-
MW 1 NOABMXHbBIMU CTBOPKaMW; reMOAMHAMNYECKNX
N3MEHEHUI CO CTOPOHbI KNanaHHOro annapara He Bbl-
ABUNM, COKpATUTENIbHAA GYHKLUA M1OKapaa »Keyaou-
KOB B npefenax Gpusnonornieckon Hopmol. Z-score,
paccumMTaHHbIV MO JaHHbIM 3X0Kapauorpadum ¢ nomo-
Wblo KanbKynATopa Ha cante ®oHpga MapdaHa (aHrn.
The Marfan Foundation), coctaeun 5,52, uto noarsep-
»KOAeT 3HaUMMOe OTKJIOHeHMe pa3mMepoB aopTbl OT
HopMmbl [14-16]. CornacHO perpeccMoHHON Moaenun
AnnaTtauma aopTbl COOTBETCTBYET TAXKENION CTeneHu
(Z-score > 4,0) [17]. Mo gaHHbIM NabopaTOPHbIX UCChe-
[IOBAHUI OTKJIOHEHUI HE OBHAPYXNNN.

B cBA3U C COCTOATENBHOCTbLIO a0PTaNIbHOIO KranaHa
pewnny BbiNOMHATL HAaPY>KHOE YyKpernsieHne CTEeHKU
KOPHA 1 BOCXOAALLEro OTAena aopTbl 3K30MpoTe3un-
poBaHuem. C yueTom HepaBHOMEPHOCTY paclINpPeHA
KOPHA 1 BOCXOAALLero otaenia aoptobl (6onbLiee pac-
LMpeHne B 0651aCTh CMHYCOB, MeHbLLEe — B BOCXOAS-
Lem oTaesne) 3K30MpoTe3 CMOAENNPOBASM U BbIKPOU-
N NO MHAMBUAYANbHbIM aHAaTOMNYECKUM pa3mepam
4NA JaHHOro nauuveHTa. M3-3a cxoxectun ¢Gbopmbl
1 GYHKLMM C M3BECTHBIM NPEAMETOM OfieX bl CO3[aH-
HbI 3K30MNpPOTe3 NOYyYUs Ha3BaHUE NepPCOHANbHbIN
A0pTaNbHbI KOPCET.
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11 BOCXOAALLEro OTAeNa aopThl MaUMeHTY ¢ cuHapoMom MapdaHa

Puic. 1. 3Tanbl co34aHNA NePCOHaNIbHOrO a0PTaNbHOro KOpCeTa: BUPTyalibHOe MofenvpoBaHme (A);
3D-mopenb 13 nnacTuka (B); roToBbI K MMIaHTaLum 3K3onpoTes 13 nonnaeupHoro nonotHa (C)

MNepen onepauwen sbinonHunm MCKT ¢ Bu3yanusa-
Luelr KOpHA 1 BOCXOZALLEro otaena aopthbl. [lonyuyeH-
Hble JaHHble KOHBepTMpoBanu B dann gna 3D-neuaty,
nocne yero pacneyatanu Ha 3D-npuHTepe nHAMBUAY-
anbHbIN CNENOK KOPHA 1 BOCXOAALLEro oTaena aopThbl.
Mo popme cnenka cosganu nepcoHanbHbIA aopTanb-
HbIl KOPCET — CUHTETUYECKNI NOCKYT M3 CTepuib-
HOro NONM3GUPHOro MONOTHA MEAULMHCKOIO Ha3Ha-
YeHWA, NOJIHOCTbIO MOBTOPSALWUIA HAPYXKHYIO hopMy
KOPHA 1 BOCXOAALLEro OTAeNa aopTbl NaumeHTa (purc. 1).

Xnpypruyecknin goctyn — cpefuHHaa CTepHOTO-
mus. Mpy peBr3nn OBHaPYXUNU PaCLLUMPEHNE KOPHSA
aopTbl 4o 50 mMm, AnameTp BocxofAwero oTaena Ao
27 mMMm. Bbigenunn BocxogAawmin OTAen aopThl, YCTbA
NEeBOW 1 NPaBO KOPOHAPHbIX apTEPUN, B3ANM Ha Aep-
Xanku. MNog BocxogAwmin oTaen aopTbl NpoBeny nep-
COHaNbHbIN aopTanbHbIN KopceT. lNo3nuymoHnpoBanu
€ro BOKPYT BOCXOZALLEero oTaena aopTbl, CUHYCOB Banb-
CanbBbl, HU3BENN HUXKE YCTbEB KOPOHAPHbIX apTepui
¢ nx obxozom. OTBEPCTUA MO YCTbA KOPOHAPHbBIX ap-
Tepui B NepCOHaNbHOM aopTafibHOM KOpCeTe BblKPO-
WA NHTpPaonepayoHHo. Clunam NnepcoHanbHbIA aop-
TaNlbHbIV KOPCET HaJ NepefiHelr CTEHKON aopTbl HATbIO
nponeH 4/0 HeNpepbIBHbIM WBOM 1 3adUKCUPOBaNU
OTAENbHbIMU Y3/10BbIMY LUBAMU K CTEHKe aopTbl (puc. 2).

OKoHuaHue onepaunmym NO CTaHZAPTHOMY MPOTO-
kony. MocneonepauroHHbIN Nepuog co CTabunbHOM
reMmoanHamMmnKon, 6e3 0CNOXKHEHWIA: NALUEHT SKCTY6U-
poBaH uepes 3 u nocsie onepaymu, Ha cnegyrowme cyT-
K1 nepeBefieH 13 OTAeNeHNA peaHnMauny B o6LLyio
nanaty npopunbHOro oTaeNneHns, rae noayyan cTaH-

JapTHYI0 NocneonepaunoHHyto Tepanuio. BoinvcaH Ha
10-e cyTKu nocse onepawmm.

Yepe3 rog npoBefieHO KOHTposbHOe obcnefo-
BaHVe Mo MmecTy xuTenbctBa: MCKT-aHrnorpadus
rpyaHOro otaena aopTbl, 3xoKapauorpadus. Kanob
3a YKasaHHbI neprog nauneHT He npeabasnan. o
AaHHbIM MCKT yepes 12 mec. nocsie onepayumm, pasme-
pbl BOCXOAALLEro oTaeNna i KOPHA aOpTbl COXPaHEHDI,
aHeBpU3MaTMUECKOe pacCLUMpeHne He NPOorpeccnpo-
Baso, ANCCEKUMNA CTEHKM aopTbl OTCYTCTBYET (puc. 3).
Mo pe3synbratam s3xokapauorpadum yepes 12 mec. re-
MOAVHAMNYECKNX HapYLLUEHNIA Ha a0pTasibHOM Krana-
He He BbIABNEHO, CTBOPKM a0OPTa/IbHOMO KjlanaHa TOH-
Kne, NoABMXHbIE.

O6cyxpeHune

Mpodunaktnka paccnoeHus aopTbl — OCHOB-
HaA Ueflb NMpu JIeYEHUN MALMEHTOB C CUHAPOMOM
MapdaHa. MockonbKy yBenvuyeHne gmameTpa aop-
Tbl MOBbLIWAET PUCK daTaNIbHbIX OC/TOXKHEHUI, BaXKHO
npenoTBpaTUTb AWATaLMI0 KOPHS U BOCXOAALLEro
oTaena aopTbl. [ONbITKY cAep»KaTb paclUMpPEHE aop-
Tbl MeAUKAMEHTO3HO He [eMOHCTPUpYT dbdek-
TMBHOCTU [18; 19], NO3TOMY COBpeMeHHasa cTpaTerus
3aKJIIYAETCA B XUPYPrMUYecKoM JieueHuu. 3apeko-
MEHOBaHHbIN U TEXHNYECKM OTPAbOTaHHbIN Cnocob
NneyeHnss — MNpPOTe3NPOBAHNE BOCXOASLIEro oTaena
A0pPTbl 1 A0PTANIbHOTO KJanaHa KnanaHocogep»Kallym
KOHZYMTOM, OfHAKO 3aMeHa KnanaHa obpekaet nauu-
€HTa Ha NMOXKU3HEHHYI0 aHTVKOArysHTHYI0 Tepanuio.
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Puc. 2. 3tanbl 3K30NpoTE3NPOBaHNA BOCXOAALLEro OTAENA U KOPHSA aopTbl: UCXOA4HbIN BUS (A);
NepCcoHasbHbI aopTasbHbI KopceT (B); no3uumMoHnpoBaHue nepcoHanbHOro aoptansHoro kopceta (C);
utorosbi Buf (D); 3eneHbiMy CTpenkamm oTMeUYeHO YCTbe NMPaBoli KOPOHAPHO apTepumn

AnbTepHaTUBON ABMAITCA KJlanaHOCOXpaHswoLme
onepawuuu, KOTopble, HECMOTPS Ha TEXHNYECKYIO CJIOX-
HOCTb, NMOKa3blBAKT MONOXKUTENbHbIE JONTOCPOYHbIE
pe3ynbTaThbl y NaLUEHTOB C cuHapomom MapdaHa, oa-
HaKo ycnex onepauuu 3aBUCuT OT OnbiTa xupypra [20].
OcHoBHble Npob6iembl, Kak NpPaBuIo, CBA3aHbl C KOH-
BEPCUAMN U HEOOXOAMMOCTbIO MMIMIAHTALUN Knana-
Ha, a TaKKe PUCKOM aopTanbHOW peryprutauyum B Oy-
Aayuem.

Tak, J.S. Coselli n coaBT. co06LWIAOT O 3HAUYUTENb-
HOW aopTasibHOW peryprutauum B 7 % cryyaes y na-
LUMeHTOB ¢ cuHapomoM MapdaHa uepes rog nocne
BbIMOSIHEHMA KNanaHOCOXpPaHALWMX onepaunn [5].
Mpu 3Tom B peecTp BK/OYaNM LEHTPbl C MHOTOJeT-
HUM OMbITOM BbIMONHEHNA KNANAHOCOXPAHSAIOLWNX
onepauuii. AHanornyHble faHHble 06 yMepeHHO Bbi-
paKeHHOW aopTanbHOW peryprutaumm y naymeHTos
¢ cuHgpomom MapdaHa noce KnanaHOCOXPaHALLNX
onepaumi (B 4,2 % cnyyaes) onybnukosanu H.K. Song
n coaBT. [21]. U. Benedetto 1 coaBT. B paMKax MeTaaHa-
NM3a CPaBHWAN onepaunmn C NCNoNb30BaHMEM KJlana-
HOCOAEepXKaLlero KOHAyWTa 1 KiarnaHocoxpaHsoLlue
onepauuv y naumeHToB ¢ cuHapomom MapdaHna [4].
YacToTa NOBTOPHOrO BMELLATENIbCTBA NOC/IE KanaHo-
coxpaHsAWwmx onepauyuni coctasuna 1,3 % B rog. Mpwu
3TOM YacTOTa OCNIOXKHEHUI, CBA3aHHBIX C NMPOTE3NPO-

BaHHbIM KJ1anaHOM, 6blJ1a BbiLLe NPU NPOTE3NPOBAHNM
K/larnaHa, a YacToTa MOBTOPHbIX BMELIATENIbCTB — MpU
K/1anaHOCOXPaHSALWMX OnepaLmsax, HO B LIEJIOM MO Ya-
CTOTE COBbITVIA rPYMMbl OKa3anncb CONOCTaBUMbI.

Mo 6e3onacHoCcTU N 3GPEKTUBHOCT TEXHOJIOMUSA
JINHENHOTrO 3K30MPOTE3MPOBAHUA BOCXOAALLEro OTae-
11a aopTbl CPaBHMMA C NPOTE3UPOBAHNEM BOCXOAALLEN
aopTbl [22]. Cnocob no3BonseT npefoTBpaTuTh MO-
cnepymoulee pacliMpeHne BOCXOAALLEro oTaena aop-
Tbl I CHVKAeT BEPOATHOCTb PACC/IOEHNA aHEBPU3MbI
aopTbl. [Tpn 3K30MPOTE3UPOBAHNN BOCXOAALLNIA OTAEN
A0PTbl UCMbITBIBAET MEHbLUNE FeMOAUHAMUYECK/E Ha-
rPY3K1 C TOUYKU 3peHUsi BrIOMEeXaHUKHK, YTO NO3BONAET
CHU3UTb PUCK AUCCEKLUN CTEHKM aOPTbI MO CPABHEHNIO
C M3MEHEHHOWN pacWMPEHHON BOCXOAALLEN aopToMn
[23]. TakXe TeXHONOrna JIMHENHOIO 3K30MPOTE3NPO-
BaHWA He npegnonaraeT perMniaHTaumnm KOPOHaAPHbIX
apTepuin B MPOTE3, UTO CHMXKAET PUCK KPOBOTEUEHNA
1 pedopmaLm KOPOHAPHbBIX apTepuin [24; 25].

SBonoUNA XUPYPrv aOPTbl MPUBOAMT K MOCTOSH-
HOMY MOWCKY aNibTEPHATUBHbIX CMOCOOOB NeyeHusn
C OMOpOI Ha CyLLeCTBYIOLUE METOAbI U YYETOM VH-
TpaonepaLuoHHbIX PUCKOB 1 pe3ynbTaToB ornepauuii.
B KauecTBe afbTepHATMBHOIO MeTOAa NpeaoTBpaLLe-
HUA paclIMPeHMs aopTbl y MALMEHTOB, B TOM yuncie
c cuHgpomom MapdodaHa, pa3paboTaHa nepcoHanunsn-
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N BOCXO4ALWEro oTaena aopTbl NauneHTy C CUHOGPOMOM Mapd)aHa

27. mm

37 mm
-

50 mm

Puc. 3. MynbTucnmpanbHas KomnbioTepHasa ToMorpadus — aHrmorpadusa rpygHoro otaena aopTbl:
no onepauuu (A); yepes 12 mec. nocnie onepauun (B); 3eneHbiMy NIMHUAMMN NOKa3aHbl IMHUW N3MepPeHNIA MPOCBETa aopTbl;
KpacCHbIMM CTPeNikaMm yKa3aHa TeHb NepCoHanbHOro aopTaibHOro KopceTa

pPOBaHHAA TEXHOMOMUA BHELIHEN NMOALEPXKKU KOPHSA
aopTbl [8; 9]. B 2018 r. C. Izgi 1 coaBT. onybnukoanu
pe3ynbTaThbl KIMHUYECKOTO NCCIefOBaHNsA MO OLEHKe
3bPeKTVBHOCTM NPEBEHTNBHOIO HAPYXKHOTO YKperJe-
HUA KOPHA U BOCXOAALLEro OTAeNa aopThl y nauuneH-
TOB C cuHapomoM MapdaHa [10]. ABTopbl coo6LW MK
06 OTCYTCTBUU JanbHeNLLero paclpeHrsa pasmepos
KOPHS 1 BOCXOAALLEro OTAena aopTbl B OTAANIEHHOM
rocneonepaunoHHOM neproge.

Hapsgy ¢ HakonneHHbIM OMbITOM XUPYPruyecKoro
NeyeHus paclpeHnsi BOCXOASALEro oTaena u Kop-
HSl aOPTbl, BKJIIOUYAIOLLErO KaK KnanaHoyHocsLme, Tak
M KnanaHocoxpaHsawuwue onepauuu, B ®IbY «<HMUL|
M. ak. E.H. MewankuHa» MuH3gpasa Poccun Bnep-
Bble MPUMEHMWIN TEXHOJIOTMIO NIEYEHUS PacClUMPEHUs
KOPHA U BOCXOASLIEro otgena aopTbl Y nauueHTa
¢ cuHapomoM MapdaHa, 3aKnovaloLLyocs B Mogenu-
pPOBaHWY, CO34aHNUN U MPEBEHTUBHON UMMIaHTALNUN

NnepCcoHanbHOro a0PTaJIbHOrO KOpCeTa AnA CTabunusa-
LMK pa3MepoB KOPHA 1 BOCXOASALLEro OTAeNa aopThl.
MonoxuTtenbHble OTAANEHHbIE Pe3yNbTaTbl NO3BONAIOT
NPOSABNATb MHTEPEC K JaIbHENLEMY U3YUEHMIO U CO-
BEPLUEHCTBOBAHMIO JAHHOI TEXHOMOTUN.

[MepcoHanu3npoBaHHbIM MOAXOA B ONEepPaTMBHOM
NeYeHnn BOCXOZALLEero oTaena v KOpHa aopTbl MMeeT
pAg npeuMmyLlecTB NO CPaBHEHUIO CO CTaHAAPTHbI-
M1 MeTofaMn. AHaTOMMYeCcKasa Le/IoCTHOCTb aopThbl
N MOSIHOE COOTBETCTBUE MEePCOHANIN3NPOBAHHOIO
A0pTaNbHOro KopceTa KOPHIO M BOCXOAALEeMy OTAe-
Ny aopTbl MO3BOAAKT COXPAHUTb HAaTUBHbIN aopTasib-
HbIl KNanaH U CTabunuM3mpoBaTb pasMepbl aopThl
1 Npun 3TOM U36eXaTb Ha MHTPAoNepPaLMIOHHOM Tane
WCKYCCTBEHHOrO KpOBOOOpalleHus, AJUTENIbHOro



Xnpyprnyeckoro seMmellaTtesibCTtBa, BO3MOXHbIX Hapy-
WEHUN reMOANHAMWUKK, a dafiee — MOKNU3HEHHOro
npuema aHTUKOarynAaHToB.
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Herein, we report a case of a patient with Marfan syndrome for whom we successfully stabilized the root and the
ascending aorta to prevent further expansion and reduce the aortic rupture risk. For stabilization, a personal aortic corset
was used, cut, and formed as per the individual anatomical parameters of the patient (external dimensions of the root
and the ascending aorta). Using a personalized approach, we could create a stabilizing aortic framework that matched
the anatomical dimensions of the root and the ascending aorta of the patient. Implantation of a personal aortic corset
with borderline dimensions of the root and the ascending aorta enabled us to prevent major surgical trauma, artificial
circulation, and postoperative anticoagulant therapy as well as lower the risk of further expansion and aorta rupture in our
patient, who was predisposed to these events. Postoperative results 1 year later showed the absence of negative dynamics
regarding an increase in the size of the root and the ascending aorta or hemodynamic disorders in the aortic valve of our
patient with Marfan syndrome.

Keywords: aneurysm of ascending aorta; aortic exoprosthetics; epiaortic wrapping; case report; Marfan syndrome;
personal aortic corset
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