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OPERATION BENTALL DEBONO IN
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AORTA ANEURYSM AT MARFAN
SYNDROME

Nazyrov F.G., Abrolov Kh.K.,
Zufarov M.M., Murodov U.A.

Beenenwne. Cunnpom Mapdana (Bo-
nesHb Mapdana, Marfan syndrome) - 3a6o-
JIeBaHHe U3 IPYIIIBI HACTEACTBEHHBIX KOJI-
JIaTeHOIaTui, 3a60/IeBaHUIl COETUHNUTEIb-
HOI TKaHM Ye/IOBeKa. BriepBble MPU3HAKU
3a00j1eBaHMA OBIIM OIMCAHBI BHabaMcoM
(1876), B mocienyoIye rousl 3Ta 60/1e3Hb
Habmopanach GpaHIy3CKUM IIeAUATPOM
A. Mapdanom (1896), 1aBIINUM [TATOIOTUH
cBoe uMsl. THMUYIHBIM [yIst cHHApoMa Map-
¢ana cuuTaroT coveTaHNe XapaKTePHBIX U3-
MeHeHUIT OTIOPHO-/IBUr'aTe/IbHOTO aIlapara
(momuxocTeHOMe NS, apaXHONAKTUINS),
r1a3 (IMOABBIBUX XPYCTaIHKa) U Cephed-
HO-COCYIUCTOM CUCTEMBI (3pnxe151MOBCKI/H71
HEeKpO3, aHeBpHU3Ma aopThl). Hepenko atu
M3MEeHEHUs SIB/IIIOTCS IPUYUHON BHe3aIl-
HOI CMEPTH B3POC/IBIX OT PasphbIBa a0OPTHI,
KOTJ]a OHU JaXke He MOI03PEBAIN O CBOEN
60/1€3HU.

Cnyyait ns npaktuku. PCIIX um.
akaz. B.B. Baxunosa pacrosaraeT onpIToM
ocymiecTs/eHus onepanuy Bentall de Bono,
KOTOPBIII MBI IIPECTaB/IsieM BallleMy BHHU-
MaHHIO.

Bonproi1 C., 35 /IeT MOCTYIII B OTHE-
nenue ¢ puarHosom: Curgpom Mapdana.
AHeBpH3Ma BOCXO[SAIIETO OT/E/a A0OPTHL.

JKamo6b1 Iipy ITOCTYIUIEHNH: HA OfIBILII-
Ky, ceprie6reH e Tpu He6o/IbIII01 hrsuye-
CKOJ1 Harpyske, epe6ou B pabote cepara,
00111yI0 c1ab0CTh, HELOMOTaHKE, OBICTPYIO
YTOMJIIEMOCTb.

O6DbeKTHBHO: 001IIee COCTOSIHUE TIPH
MIOCTYIUIEHUH — CPeIHeIl CTeIIeHH TSXKECTH.
AcreHndeckoro TenocnoxeHus. KoctHo-cy-
craBHasi cucreMa 6e3 redopmariuit. Cepre:

IePKYTOPHO IPAaHUIIBI CEPALIA PACIIMPEHbI
BJIEBO. AYCKY/IBTaTUBHO — HaJl A0PTa/IbHbIM
K/IAIITAHOM BBIC/TYIIIMBAETCS IPYOBIT IPO-
TOOUACTOMINYECKUH IIyM, KOTOPBIN Iepe-
TaeTcd Ha COCyAbl IIed. AKIIeHT 2-TOHa Ha
nerounoi aprepueit. YCC - 80 ymapos B
MHHYTY, pUTMUYHBIN. [Tyabc — 80 ya. B MuH,
purMuaHbIi. All -130/40 MM.pT.CT.

Pentrenonoruyecku: B MKK erou-
HBII PHCYHOK 00bI4HbII. Cepalie pacIiupe-
HO B nornepevyHuke BiaeBo, KTU - 69%, Ta-
JIUA CIIakeHa. Bocxopsias aopra Ha BceM
MPOTSKEHUU 3HAYUTEIbHO pacIIupeHa,
my/abcupyet. Kymona quadparMsl M CHHYCBI
cBoGonHble. BoiBox: aHeBpu3Ma BOCXOISI-
LIIETO OT/e/la U AYTU aOpThl. AOpTanbHasg
HenocTaToIHOCTh. IKI': CMHYCOBBIF pUTM C
YCC 90 yn. 8 mun. I'JIT1, I'DK. Hapymenne
BHY TPH>KETY/IOYKOBOM IIPOBOAMMOCTH.

9x0KT - Cungpom Mapdana. d
BOCX. OTZI€/Ia A0PTHI — 9,2 CM Ha MPOTSIKe-
auu 5,8 cm. KIIO JDK - 182 mu1, KCO JDK
- 48 mu1, ®B - 60%.

23.03.2010 roga BpIIOTHEHA OIIEPALIMA
Benramr ne BoHo (mporesupoBanue Boc-
XOMISIIIETO OT/e/a A0PTHI K/IANTAaHOCOepyKa-
IIMM KOHZYUTOM Ne 27 ¢ peuMIIaHTaluen
YCTbeB KOPOHAPHBIX apTEePHil B YCIOBUAX:
WK - 220 mus u KIT - 180 MuH mpy Temize-
parype 26,2° C.

Boimenenue GepeHHON apTepUH U
BeHBI cieBa. Kucersl Ha GeqpeHHYO ap-
Tepuio. KaHio/s1us GeqpeHHoi apTepuH.
CpenunHas crepHoTOMUsA. [1eBpanbHbIe
IIOJIOCTH Liesible. BCKPBIT mepuKapm, oTMe-
YaeTCsl BhIpa)KEHHOE aHEeBPU3MaTH4eCKoe
paciMpeHye BOCXOAIIeH A0PTHI pa3Mepa-
mu 8,9X10 cM, IpH 5TOM cepAlie OTPOMHBIX
PasMepoB 3a CYeT JKeayJ0IKOB. AHEBpH3Ma
BOCX.AO OTTECHsET IpaBoe Ipencepaue u
Ha 2/3 3axpbiBaet ero u BIIB momHOCTBIO.
Jlyra 1 BeTBH IyT'¥ a0PThI MHTaKTHBIE. Ha-
JIOKEHBI KUCEThI Ha Tosible BeHbI U JIIT 1mo-
clemoBaTebHO. KaHIOMAIMSA TONBIX BEH
IOC/IefloBaTenbHa, ApeHax B JII1. Jomos-
HUTeNbHBIN KucceT Ha [1T1 m1s mpoBenenus
peTporpamHo¥ Kapauoriernu. Kanomanns
KOPOHAapHOTO CHHYyCa PeTPOTrpajiHOI Kap-
ouoIulernyeckoy kauionei. [Ipoussene-
HO BbIIenenre Ao 1o 6paxuonedaabHOTO
CTBOJIa, A0pPTa B3ATa Ha TeceMKy. Hayamo
WK 1mo mocTIKeHUH pacdeTHOH CKOPOCTH
- 32)XKMM Ha aOpTy He JIOXOAs [0 6paxu-
oredaIbHOTO CTBOJIA, KAPAUOIUIETHS B
KOPOHAapHBIN CHUHYC, IPONO/IbHASA A0PTO-
TOMUS /I JeKOMIIpeCCUU U peBU3uHU. Pe-
TporpajiHas KapouOIUIeTHsl — aCUCTOIHA,
JIefl Ha CepAlie € MOCIeNyIoIIei OCTOSH-
HOVI PeTpOTrpagHoOil KPOBSHOM Iepdysuert
MHOKapra. AHEBPU3MOTOMUSA IIPU PEBU3UU
AHEBPU3MAaTUYECKOIO MeEIIKa BOCXOI -
LI[eiT A0PThI, OTMEYAETCsI paciuupenue Gu-

6posHoro xompia AK o 3,0 cM, mpu aTom
cTBOPKU AK MCTOHYEHBI ¥ IUIATUPOBAHBI
- ¢yHKIMOHAIBHO HenpurogHsl. [Tponsse-
JleHa pe3eKLMs aHeBpU3MaTUIeCKOM YacTH
A0PTHI Hafl ypPOBHEM KOPOHAPHBIX aPTEPHIL
Ha lcM BBIIIIe IMOC/IEIHUX IIPU 3TOM OTMe-
yaeTcA HaJu4Hhe PacClIOeHMs HaJl yCTheM
JIEBO¥ KOPOHAPHON apTePHUH B IUCTaTbHOM
HAIIpaBJIeHUH, He I0XO0Ms 2 CM [0 Gpaxuo-
nedaapHOro cTBoa lasee IPOU3BENEHO
HcCeuyeHre U3MEHEHHBIX CTBOPOK a0pTalb-
HOTO KJIallaHa ¥ MOOWIN3AIHs YCTheB KO-
POHApHBIX apTEPHUIT BMECTE C «IUIOIIAKON»
IO TUIly «KHONKH». [lasee mpousseneHo
MIPOTe3MpPOBaHUE KJIANlaHOCOAEeP>KaIllUM
CUHTETUYECKUM KOHAyuTOM Ne 27 Ha 19-
i «II»-06pasHbIx mBax aTubouy 2/0 Ha
npoxnankax. Jlajee mpousBeneHo IOIO0I-
HUTE/IbHOE YKpeIUIEHHEe U TepMeTHU3alUs
nuann crhika ODKAK 1 Mam>KeTKHM KIamaHa
JOTIOTHUTEIbHBIM KPYTOBBIM IIUPKY/IAP-
HBIM IIIBOM TIpoJieH 4/0 1 6uoxiieeM. [lanee
[IPOM3Be/IeHbI 6OKOBBIE OTBEPCTHSI B OCHO-
BaHMM KOH/IyUTa B IPOEKIIMHU ITPaBOI U Jie-
BOI KOPOHAPHOI apTEPHUH C ITOC/IEYIOIIIM
AHACTOMO3UPOBaHMEM YCThEB KOPOHAPHBIX
apTepuil ¢ KOHTYUTOM ITOCPEICTBOM UM-
IUTAHTAI[MOHHBIX IUIOIIAIOK C IPY>KUMHBIM
Te)/IOHOBBIM «BOPOTHUKOM». CeTeKTHBHAsT
aHTerpagHas KapIuOIUIETHs Yepe3 HaIoXKe-
Hble myHTH! — GyHKusa AKII xopoimas
— JINHUM IIBOB repMeTHYHBI. Jlasee mpo-
u3BeneHo (popMHUpPOBaHHME TUCTATHHOTO
AQHACTOMO3a — OJHOPSIHBIM IIIBOM IIPOJIEH
4/0 Ha omopHOIT Te)IOHOBOI IIPOKIATKE
-repMeTUYHO. [epMeTusanusa monocTei
ceppua ¢ HpO(‘bI/UIaKTI/IKOI'/'I BO3IYIIHON
am6omuu. Anekrpon Ha [DK. [Ipenuposa-
HHE CPelloCTeHUS U IMOJOCTH IepUKapaa.
HexaHtonsnus u3 6efpeHHOI apTepuH.
TiareIpHBIN KOATYIAINOHHBIA FeMOCTa3s.
IemocTaTryeckue BB Ha TpyauHY. CTATH-
BaHe TPyJUHBI TPOMHBIMU KaIIPOHOBBIMH
yuratypamiu. ITocoiiHoe yiBanue paHbl.
Ac.moBsiI3Ka.

O6cy>xmeHue. B cBA3H ¢ BBIPOKEHHBIM
aHeBPU3MaTUYeCKUM pacIIMpeHHeM BOCXO-
JAIIETO OT/e/Ia A0OPTHI U HEKOMIIETEHTHOC-
THIO A0PTAIBHOTO K/IAIlaHA C BBIPAYKEHHBIM
MCTOHYEHHEM CTBOPOK IIOC/IETHEr0 BbI-
nojHeHa omeparys Bentall de Bono (mpo-
Te3UPOBAHME BOCXOIIAIIETO OTAE/NIA A0PThI
KJIAITAHOCOZIEPKalllUM KOHIZYyUTOM Ne 27 ¢
PeUMILIaHTalel YyCTheB KOPOHAPHBIX ap-
Tepuit). Ha pucyHke 1 mokasaHO cxemMaTude-
CKOe U300 pakeHHe TaHHOM OIIePAIUI

Kak BUIHO Ha pHICYHKe 2 OTMedJaeTcs
BBIPA)KEHHOE paCIINpPEeHHE BOCXOSAIIEro
OTZIeNIa A0PTHI, a TAK)Ke paciunpenue Qu-
6pO3HOTO KOJbI[a A0PTHI, IPH KOTOPOM
HEBO3MOYKHO BBIITOJTHUTh HUKaKYIO PEKOH-
CTPYKTHBHYIO ollepaiuio. [Iys1 60ree Xopo-
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mreit “"HPOPMATUBHOCTH IPELOCTABIIsIEM
OCHOBHBIE 3TAITbI IIPOBENEHHOI OlepaIiuu
(puc. 2).

ITocreonepannoHHEBIN EpUOT, IPO-
TeKas 6maronpustTHO. [locmeonepannoH-
HbIe IIBBI CHATHI Ha 10 — e CyTKu moce
omeparuy.

IIpu BbImHUCKe 06I[ee COCTOSHME
60/TPHOTO YIOBJIETBOPUTEIBHOE, XKANI00
He npenbsaBisaeT. Ha konTponbHO# Ix0KT:
KO - 157 m; KCO - 95 mim; YO - 61 mr; @B
- 39%; lnameTp BOCXOHAIIEH aOPTHI — 2,9
cM, I'CIT Ha AoK - 20 MM.pT.CT.

Puc.1. Cxema onepauuu beHtann ae boHo

Efuniiaesaeil npate

Puc.2. A - o6wwmin Bug cepaua, b — coctosiHue KnanaHa aopTbl, B — ucceveHne CTBOPOK aopTanbHOro KnanaHa, [ — Mobunnaaums KOPOHapHbIX apTepuil,
[l — npokcumanbHbIii BUA aHacToMo3a, E — ancTanbHblit BUA aHactomosa
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