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MpeAcTaBAEH KAMHMYECKMI CAyYan 9-A€THErO MaLMeHTa C TsXKeAon popmon cuHapoma MapdaHa co 3HaUMTEAbHBIM paclMpeHMEM KOPHS
A0pThl, @ TaKXKe MOPaXKEHUEM MUTPAABHOIO M TPUKYCMMAAABHOTO KAanaHoB. [aLueHTy npoBeaeHa ycrielHas OAHOMOMEHTHas XUPYp-
rMyeckasi KOpPPEKLIMA: PEUMMAAHTALIMSA AOPTAABHOIO KAarnaHa B MPOTe3 Mo MeToAMKe A3BMAA, aHHYAOMAMKALIMA MUTPAAbHOTO KAaraHa u

BaAbBYAOMNAACTUKA TPUKYCMUAAABHOTO KAaMaHa no ,A,e Bera.
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BBeaeHue

B 1992 r. T. A3B1A NpoOU3BEA PEBOAIOLIMIO B XUPYPrUM
KOPHS1 2OPTbl B3POCAbIX AL, MPEAAOXKMUB METOAMKY, NO3-
BOASIIOLLLYIO COXPaHMTb AOPTaAbHbIM KAanmaH Mpu aHeB-
pU3Me BOCXOASLLLETO OTAEAA A0pThl, KOrA2 HeobXxoAMMa
3aMeHa KOPHS AASl CHUMXXEHUS PUCKa AMCCEKLIMM AOPTbl.
YyTb nosxxe AaHHYIO MPOLLEAYPY B OTHOLLUEHUU AWLL IOHO-
LLIeCKOro BO3pacTa U AeTel CTaA ucnoabsosatb A. Kame-
poH B locnutase AxkoHca XonkuHca (aHrA. Johns Hopkins
Hospital), Baatumop, CLLUA. MHorve mauueHTbl CTpaaaAu
He TOAbKO BPOXXAEHHbIMM MOPOKaMM CEpALA, HO U Ha-
CAEACTBEHHbIMU HapYyLUEHUSIMU COEAMHUTEAbHOW TKaHM,
TakuUMM Kak cuHApoM MapdaHa, Daepca — AaHaoca, Aow-
ca— Autua [1].

[MpeAcTaBASEM KAMHMYECKMM CAyvan KAamaHOCOXpaHsi-
loLLLel onepaLyn — PeUMMAAHTaLMM aOPTaAbHOTO KAara-
Ha Yy MaAb4YMKa ¢ cuHApomMoM MapdaHa.

KAuHHueckum cayuan

[Maunerm Y. 9 aem nocmynua B Kapgmoxupypruyeckoe
omgeaenne Ne 4 OIBY «®PLICCX» Munzgpasa Poccun

(r. YeasbuHck) B niore 2017 r. ¢ skarobamu Ha ogbilKy npu
uznueckon Harpyske, bbicmpyio ymoMAsieMocmb, 0MCcmMasa-
Hue B ¢usnyeckom passumun. Co cAoB Mamepu naumeHma,
YXygLieHue cocmosH1a pebeHKa B meyeHue NoCAegHero rogd,
HecMomps Ha NOCMOSHHBIN NPUEM AEKADPCMBEHHbIX CPEJCMB
(MHrMBUMopoB aHrmomeH3suHnpespaluarLLero pepmeHma, am-
MAaroHUCMoB dAbJoCMepoHd, CepgesHbIX TAMKO3UJOB).

W3 anamHesza usBecmHo, ymo B 4-AemHem Bospacme y
60AbHOro reHemuk BepuguLmposar cuHgpom Mapgpana. C
3Moro nepuoga Haxogmmcs Ha guCNAaHCEPHOM ydeme y opmo-
nega, B CBA3U C BbIPAXKEHHBIM rPYgoNO0sSICHUYHBIM S-06pa3HbIM
KMGOCKOAMO30M NO3BOHOYHUKA, NAOCKOBAABIYCHbIMM CMONd-
My, nopaxkeHnem cycmagos. [laumeHma peryaspHo ocmam-
pusaem ogpmabmonor, mak kak ¢ 2012 no 2016 r. nepeHec
7 onepaumit no noBogy NogBbIBUXOB XPyCMAAMKOB 060UX rAa3,
B MOM YMCAE M SKMONUM MCKYCCMBEHHBIX ONMUYECKUX AUHS3.
C 5-aemHero Bozpacma pebeHOK HABAIOGAACS y gemcKoro
KapgmoAora ¢ HEgoCmMamoYyHOCMb0O MUMPAAbHOTO M MPUKYC-
NUJAABHOTO KAANAHOB, aHeBpuamMon KopHs aopmsbl. OgHako
B MeYyeHNe NOCAEGHUX 2 Aem MAKKe OMMeYeHO yBeAnYeHue
pazmepos BOCxXogsiLLero omgeAa aopmei ¢ 35 go 43 mm.

@ ® CraTbs aAocTynHa no anueHsum Creative Commons Attribution 4.0.
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Puc. 1. Oxokapamnorpadus nonepeyHoro cevyeHusi aHEBpPU3Mbl KOPHS QOPTbl: YBEAUHEH HEKOPOHAPHbIW CUHYC

Fig. 1. Cross-sectional echocardiography of the aortic root aneurysm (noncoronary sinus is enlarged)

[Mpu obiiem ocMompe: cocmosiHMe NAUMEHMA MSIKEAOE,
00yCcAOBAEHO reHemu4yeckuM 3a60AEBAHNEM M NPOSBAEHUAMU
cepgeuHon HegocmamoyHocmu. KoskHbie nokpoBbl 6AegHble, ¢
cepoBamMbIM OMMEHKOM, Yncmbie. ACMeHU4EeCKoe MeAOCAOIKe-
Hue, pocm — 134 cm, Bec — 18,8 kr. BHelwH1e npusHaku cuH-
gpoma Mapcpara: auueson gucmopgusm, apaxHogakmumams,
KUAEBUGHAS gedopmaums rpygHou KAEmMKH, KMOCKOANO3.
ToHyc MbiwL, cHUXKeH. AbixaHue B Aerkux Be3uKyAsipHoe, npo-
BOGMMCS BO BCE OMJEAbI, 4aCMOMA gbIXAMEAbHBIX gBUXKEHUH
B nokoe — 20 B MUH, 0gbllIKa npu ¢uan4eckon Harpyske go
32 B muH. lMaabnaums cepgua: ycMAEHA NyAbCALMs A€BOTO Ke-
AYgo4Ka M aopmbl B speMHON sIMKe. TOHbI cepgua sicHble, pum-
MMYHbIE, HA BEPXyLKe cepgua «pPUmm raaona», yMepeHHbin
CUCMOAMYECKMN LIYM, KOMOPbIM NpoBOGUMCA BAEBO, yMepeH-
HbI gMACMOAMYECKMM LLYM HA dopme, CBA3AHHbIA C HEgocma-
MOYHOCMbIO AOPMAABHOTO KAdnaHa. Yacmoma cepgedHbix
cokpatieHni — 64 B MuH (Ha ¢oHe npuema gurokcuta). Ap-
mepuanbHoe gasaeHue Ha pykax — 80/50 mm pm. cm. [Te-
yeHb He yBeAnyeHa. XKusom msrkun, 6e360aesHeHHbIN. [yAbc
HQ AyyeBbIX U 6egPeHHbIX apmepusix omyemAMBBbIA.

Mo gaHHbIM AabopamopHbIX MEMOGoB UCCAEgOBAHMUS, 06-
LMK aHAAM3 KPOBHM, BUOXMMMYECKME NOKA3ameAu Kposu be3
NAMOAOTMYECKMX OMKAOHEHUM.

Mo gaHHbIM 3x0Kapguorpagum, pasmep KopHs aopmsl Ha
ybosHe cuHycoB Baabcabsbl (6oAblLe 3a ciem HEKOPOHAPHOro)
cocmasua 43 MM, Bocxogsiliero omgeaa — 27 MM, gyru aop-
mbl — 16 MM, B npoekumMm nepelenka — 12 MM, HUCxogsLLen
aopmbl — 14,5 mm. Anamemp ¢pubpo3HOro KoAbLIG GOPMAAb-
HOro0 KAGNaHa B npegeAax HOPMAAbHbIx 3HadeHun — 20,5 mm.
CmBOpPKM A0OPMAABHOIO KAGNAHA HE M3MEHEHbI, HEgOCMamoY-
HOCMb AOPMAABHOIO KAGNAHA MMHUMAABHAA, 3aNMPAMEAbHASA
¢yHKUMS He cmpagaem. Anamemp MUMPAAbHOTO KAAnaHa
— 26 mm (+0.7 Z-Score Detroit Data). NsmeHenne mum-
PAAbHOr0 KAGNAHA no muny MMKCOMAMO3HON gereHepaLmm,
npoAanc 2-# cm. c BbipaxkeHHou peryprumaumen (40—-46%
naolagu npegcepgus). [poaanc mpuKycnugaabHoro KAGnaHa
1-11 cm. ¢ peryprumaumen 2-# cm. (25—-30% naowagm npeg-
cepgus). CucmoAnyeckoe gaBaeHue B NPABOM KEAygouKe —
25 MM pm. cm. AuAamaums AeBOro >KeAygoukd, KOHEYHbIA
guacmoAanyeckuy pasmep — 46 mm, ¢ppakums Bbibpoca —
69% (Ha poHe npuema cepgeyHbix rAukosugos) (puc. 1).

Takum 06pasom, BB1Gy yBEAMYMBAIOLLENCS AHEBPU3IMBI KO-
HA dopmel, 3HAYUMOI0 NOPAXKEHMA AMPUOBEHMPUKYAAPHBIX
KAGNAHOB C NPOSBAEHUSIMM CEPJEYHON HEJOCMAMOYHOCMMH,
MOAEPAHMHON K MEGUKAMEHMO3HONU mepanuu, nbUHAMO pe-
LUEHME O NPOBEJEHUM XUPYPTUYECKOrO ACYEHMSI.
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Puc. 2. Sxokapaunorpadus nonepeyHoro ceveHus aopTbl: BUAEH NMPOTE3 B MPOEKLMKU KOPHS aOPThbl

Fig. 2. Cross-sectional echocardiography of the aorta. The prosthesis is visible in the aortic root view

Aocmyn — cpegnHHas cmepHomomus. Bocxogswas aop-
ma ygAmHeHa, CuHycbl paciumpeHrbl go 45 Mm, gaaee Bocxogs-
was aopma okoro 20 MM, npokcumaabHas gyra 17—18 mm.
Hauyamo uckyccmseHHoe kposoobpalueHne ¢ nocmeneHHbIM
oxAaxxgeHueM 6oAbHoro go 30 °C, kapguonAerusi B KopeHb
aopmbl. PeBu3MpoBaH MUMPAAbHBIN KAGNAH, CMBOPKM yMe-
peHHO prbpo3MPOBAHBI, €70 KOABLIO 3HAYUMEABHO PACLLMPEHO.
BoipaskenHas wHumsypa mexxgy cermenmamu P1 u P2, yiwuma
0MgeAbHbIMM LWBAMM. BbINOAHEHA aHHyAONAMKALMA NO KOMMC-
cypam. CoraacHo peBusuu mpuKyCnMgaAbHOro KAAGNaHd, €ro
omsepcmue 3HAYMMEAbHO YBEAUYEHO B pasmepax, nposegeHa
wosHas naacmuka no Ae Bera. o rugpbonpobe ampuosenm-
PUKYASIPHBIX KAGNAHOB BbISIBAEHA HE3HAYMMEABHAA 0CMAMOY-
Has peryprumauus. [NonepedHas aopmomomus, npu pesnsum
dOpMAAbHbIN KAGNAH MPexcmBopyambiv, CMBOPKM HE U3Me-
HeHbl. 3HaYMMeAbHoe paciumpenme cuHycos Baabcaabsbl, 60Ab-
we 3a cyem HekopoHapHoro. KopeHb aopmbl Mobuansmuposar
No BCEU OKDYXXHOCMMU, BbIKDOEHbI yCMbS KOPOHAPHbIX apme-
pui Ha «naowagkaxy. o Bcer okpyskHOCMU KopHA aopmbl
npowmm npomes Gelweave Valsalva 28 mm.

Pazmep cocygucmoro npomeza paccymman ucxogs u3 Bbi-
combl mpeyroabHuka Henle (26 mm) natoc 2 mm (cuHgpom
Mapdpana) [2]. [Npyu 3aBs3bIBaAHMM LWBOB AOPMAAbHBIN KAGNAH

norpy>keH 8 npomes, B KOmopbin B JaAbHeALLIEM PEUMNAGHMMU-
poBaHbl ycmbs KopoHapHbix apmepur. OgHAKo BcaegcmBsue
BbIpAXXEHHOro HECOOMBEMCMBUA gUAMemMpd HEOKOPHA aop-
Mbl M HA4YAAAd gyru Aopmbl, MeXJy HUMM UMNAGHMUPOBAHA
Bcmaska u3 npomesa Gelweave Valsalva (22 mm). Boccmaros-
A€HUe CcepgeyHoN gessmeAbHOCMMU U CMHYCoBOro pumma. Bpe-
Ms nepexxamus aopmbi cocmasuao 214 muH, Bbems nckyccm-
BeHHOro kposoobpatlieHnss — 323 MuH.

[Naunenm Haxognaca HA MCKYCCMBEHHOW BEHMUAALMM
AErKux B meyenue 24 4, paHHMI NOCAEONEPALMOHHBIN Nepuog
npomekaa 6e3 0CAOKHEHUN.

o ganHbIM nocaeonepaumoHHow axokapguorpacpum, aHes-
pusmamumyeckoe pacwumpeHue KopHs aopmel He onpegeAs-
emcs, MAKCUMAAbHbIM TPAgMeHm HA AOPMAAbHOM KAAndHe
9 Mm pm. cm., chegimi — 4 MM pm. cm. AopmaabHas pe-
ryprumaumsa 1 cm. MumpaabHas Hegocmamo4yHoOCMb 3Ha-
ymmeabHo cHuznaacb go 18-20% naowagn npegcepgus,
MAKCUMUAAbHBIA FPAgUEHM HA KAanaHe 5 MM pm. cm., mpu-
KycnugaAbHas HegocmamoyHocmb 1 cm., MGKCUMAAbHBIN rpa-
gneHm — 3 MM pm. cm. Cucmoanyeckoe gaBsaeHne B npasom
JKeAygouke — 26 MM pm. cm. YMeHbLUMAKCE pa3Mepbl Kamep
cepgua, KOHEYHbIN gUACMOAUYECKUI Pa3mep AEBOro XKeAygoy-
ka— 39 mm pm. cm. @pakums Bbibpoca — 61% (puc. 2).
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B nocaegyome mpoe cymok nocae skcmybaumm remogu-
HAMMYecKMe noKAasameAu oCmaBdAUCb B npegeAaax HOPMbl.
OgHako Bce 3mu gHM NALMEHM HAXOGUACS NOG HABAOGEHW-
€M B OMJeAeHUM MHMEHCMBHON Mepanum B CBA3M C MSAXKEAON
CMeneHbio CoNymcmBayioLLen CUHGDOMAAbHOM NAMOAOTMU M
6oAbLIMM 06bEMOM OnepamuBHoro BMelameAbcmad. Ha 5-e
cym. nepeBegeH U3 omgeAeHus peaHnmavium B obiLyo naaamy.
Beinucan gomon Ha 11-e cym. B ygoBAemBOpUMEALHOM COCMO-
AHUN.

O6cyxpeHue

KAanaHocoxpaHsilolne ornepaumm Ha KOpHe aopThbl
UMeloT psiA MPEUMYLLLECTB, HEOAHOKPATHO MOAYEPKHYTbIe
MHOTMMM UCCAEAOBATEASIMU: CHUXKEHHBIV MPOLLEHT A€TaAb-
HbIX MICXOAOB U MOCACOMEPALMOHHDBIX OCAOXKHEHWM, BKAIO-
Yyasi TPOMG60OIMOOAMM U KPOBOTEYEHMs, HO, 6e3yCAOBHO,
raaBHoe — cB060A2 OT MOXXM3HEHHOTO NMpUEMa aHTUKOa-
TYASIHTOB.

B KAMHMYECKOM CAy4Yae Mbl pPeLlMAM BOBAEPXKATbCS OT
onepauun fAkyba, TakXe HarnpaBAEHHOW Ha COXpaHeHWe
AOPTaAbHOIO KAaMaHa, BBUAY TOFO YTO, MO CPaBHEHUIO C
onepauuen A3BMAA, AaHHAs MpoLleAypa He MO3BOASiET
YeTKO CTabMAMZMPOBaTb OCHOBHbIE CTPYKTYPbl KOPHSsl aop-
Thbl, B TOM YUCAE PUOPO3HOE KOABLLO AOPTAABHOIO KAAMaHa,
YTO MPUBOAMUT K PELIMAMBAM AMAATALIMM QOPThI U MpOrpec-
CMPOBaHMIO aOPTAaAbHOW PEryprutaumm B paHHEM MOCAe-
onepaunoHHoM nepuoae [3]. Metoauka Florida Sleeve,
Ha Halll B3rAsiA, AASl AAHHOTO MaLMeHTa MeHee MPeANoYTH-
TEAbHa BBMAY aHATOMWM aHEBPWU3Mbl aOPTbl (paclunpeHme
KOPHSI aCMMMETPUYHOE 32 CYeT HEKOPOHApHOro CUHYyca
BaAbcaabBbl).

Onepaums A3BrAa CHATAETCS K30AOTHIM CTAHAAPTOM»
A€YEHWS aHEBPU3M KOPHS aOPTbl C MHTAKTHbIM KAQMaHOM Yy
B3pOCAbIX [4]. Beibop MeToAa XMPYPruYeckon KOppeKLmMm
aHeBPM3M KOPHS aOpTbl Y A€TEMN aKTyaA€H U CAOXKEH, TaK
KaK OAHOW M3 OCHOBHbIX MPUYMH AMAATALIMK BOCXOASLLLE-
ro OTAEAQ aOpTbl ABASIETCS AMCMAA3US COEAMHUTEABHOWM
TKaHW, MaHUdpecTUpyemas B paHHeMm BospacTe [5].

K cokaaeHuto, B OTe4eCTBEHHOWM AUTEPATYpe MpeACTaB-
AEHO KpalHe MaAO CTaTeW, B KOTOPbIX OCBELLEH AaHHbIN
Bonpoc. MexkAy TeM, Ha Halll B3rAsiA, COXPaHEHWe aOpTaAb-
HOro KAanaHa npu Ao6oW NOTEHLMaAbHOW BO3MOXHOCTH,

B 0COBEHHOCTU AASl PacTYLLLEroO OpraHu3mMa pebeHKa, SBAs-
€TCs NPUOPUTETOM B BbIbOpe METOAMKM onepaumun. Haw
KAMHUYECKMI CAyYan AOKasbiBaeT, 4To onepauus A3suaa
MMeeT MeCTO B XMUPYPIMMU AETCKOTO KOPHS aOpTbl, B TOM
YUCAE AASl AULL C HACAEACTBEHHBIMU AereHepaTUBHbIMU 3a-
60AEBaHUAMN COEAMHUTEABHOM TKaHM.

¢MHaHCMpOBaH ue

MCCAeAOBaHMe HE UMEAO ¢MHaHCOBOP’1 NOAAEPXKKU.

KoH}AnKT MHTEepecoB

ABTOpbI 32BASIOT 06 OTCYTCTBUM KOHPAUKTA MHTEpe-
COB.

BkAaa aBTOpOB

Bce aBTOpbI MpMHAAM paBHOE yvacTWe B HaMMCaHWU U
PEAAKTUPOBaHWMM MaTEpUaAa.
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Valve-sparing aneurysmal root/ascending aorta replacement in a 9-year-old patient with Marfan syndrome

Vyacheslav N. Bogdanov, Igor V. Gladyshev, Elmira F. Kharisova, Irina V. Harenko
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A clinical case report of a 9-year-old patient with a severe form of Marfan syndrome and significant enlargement of the aortic root and mitral/tricuspid valve
failure is presented. The patient underwent successful one-stage surgical repair including reimplantation of the aortic valve using David procedure, mitral valve
annuloplication and De Vega valvuloplasty of the tricuspid valve.
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