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Merta - mpoaHaTi3yBaTH pe3yabTaTyi 6araTOpPigHOrO JOCBiy OIEPAaTUBHOTO TiKYBaHHSA CePLeBO-CYAMHHIX
yPa>keHb y XBOpUX Ha cMHApoM MapdaHa 11 NiBUIeHHA SAKOCTi Ta IPOJOBKEHHS )KUTTS ONEPOBAHUX.

Marepianu Ta MmeTopu. [IpoBefieHO peTpoCIIeKTHBHMIT aHai3 292 MaIjieHTiB i3 cuHgpoMoM Mapdana, siKux
nikyBamu B 1Y «HanioHanbHMII iIHCTUTYT ceplieBO-CyAMHHOI Xipyprii imeni M.M. AmocoBa HAMH VYkpainn»
nporarom 1980-2018 pp. Bik xBopux ctaHoBUB 7-57 poKiB, cepenHiit — 31,6+9,4 poky. Cepep Hux 6ymo 220 (75,3%)
4O/IOBIKiB i 72 (24,7%) xinku. [liarHo3 cuHppoMy MapdaHa BcTaHOBIIEHO BifnoBigHo 1o kputepiiB Gent Nosology
(2010). A 24 (8,2%) xBOpi He onepoBaHi 3 pisHux npuunH. Pemty nanienTis (268 oci6, a60o 91,8%) nmpoomnepoBaHo:
257 — 3 IpUBOJY aHEBPU3MI BUCXiTHOL Q0PTH, 4 — aHEBPU3MI Y€PEBHOI AOPTH, a 7 — 3 IPUBOJY HEJOCTaTHOCT]
MiTpa/IbHOTO K/IallaHa.

PesynpraTtu. TocmiTanbHa netanbHicTb Binmivanaca y 25 (9,3%) xsopux. Bigganeni pesynbraTy BuBYamics y
224 (92,2%) XBOpUX, BUIIMCAHMNX i3 KJIiHIKM B TepMiH 6 MicAniB — 20 pokiB y cepenHboMy 63 micsami. Xopomumit Bifi-
[laJleHNit pe3y/IbTatT crnocTepirasca y 145 (64,7%) nanienTis, sagoBinbamit — y 41 (18,3%), He3amoBimbHMIT — Y
14 (6,3%) xBopux. A 24 (9,9%) ocobu nomepnu y BinganeHnit TepMiH.

BucHOBKM. AHEBpU3MU A0PTU Y XBOPUX Ha cuHApoM Mapdana popmyroTbesa B MonooMy Bini. [IprunHoro
CMepTi B He OIIepPOBAHNX HalTYacTillle € po3pUB aHeBpU3MU ab0 ceplieBa HefocTaTHiCTh. Omneparliieo Bu6opy 3a-
mmaerbesi Bentall De Bono. OniepoBani XxBopi moTpe6yioTh JOBIYHOTO AMCIIAHCEPHOTO HATIALY.

JocmimpKeHHA BUKOHAHO BiITOBiTHO J0 IpyHIMIIB [enbcinchKol feknapanii. [IpoToKon Jocmii>KeH A yXBare-
HO JIOKa/IbHMM eTMYHVM KOMITeTOM 3a3HaueHoi B po6oTi ycTaHoBu. Ha mpoBefeHHs [OCTIKEHb OTPUMAHO iH-
(dbopmMoBaHy 3rofly Malli€HTIB.

ABTOpPY 3aAB/IAIOTD PO BiCYyTHICTH KOHQIIIKTY iHTEpeciB.

Kniouosi cnosa: cuappom MapdaHa, aHeBpy3Ma a0pTH, PO3IIAPOBYI0YA aHEBPM3Ma.

Marfan syndrome: diagnosis and treatment of cardiovascular lesions
V.I. Kravchenko, I.M. Kravchenko, I.A. Osadovska, V.D. Lybavka

National Amosov Institute of cardiovascular surgery of the NAMS of Ukraine, Kyiv

Purpose —to analise of results, long-term experience of surgical treatment of cardiovascular diseases in patients with Marfan syndrome to improve quality
and prolong life.

Materials and methods. A conducted prospective analysis of consecutive patients (292) with Marfan syndrome treated at the institute during 1980-2018.
The age of patients was 7-57 years, mean 31.619.4 years. Among them, men — 220 (75.3%), women — 72 (24.7%). Marfan syndrome was diagnosed accord-
ing to the criteria of Gent Nosology (2010). 24 (8.2%) patients were not operated on for various reasons. The remaining 268 (91.8%) were managed surgicaly:
257 —ascending aortic aneurysm; 4 —abdominal; 7 patients — only mitral valve insufficiency.

Results. Hospital mortality was 9.3% (25 patients). Long-term results were studied in 224 (92.2%) patients from all who had been discharged from the
clinic within 6 months — 20 years on average 63 months. Good long-term results were admitted in 145 (64.7%), satisfactory in 41 (18.3%), unsatisfactory in
14 (6.3%) patients. 24 (9.9%) patients died in the long term observation.

Conclusions. Aortic aneurysms in patients with Marfan syndrome are formed at a young age. The most common cause sof death in the unoperated cases
are rupture of aneurism or heart failure. The «gold-standarg» remains the Bentall De Bono operation. The patients who underwent surgical treatment re-
quires observation during all-life period.

The research was carried out in accordance with the principles of the Helsinki Declaration. The study protocol was approved by the Local Ethics Committee
of these Institutes. The informed consent of the patient was obtained for conducting the studies.

The authors declare no conflicts of interests.
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CuHapom MapdaHa: AUarHoCTUKa U IeYeHne CepAedHO-COCYAUCTbIX NopaXKeHUn

B.U. KpasueHko, U.H. KpasueHko, N.A. Ocadoeckas, B./]. /leibaska

Iy «HayuoHaneHbIU uHCMuUmMym cepde4Ho-cocyducmoli xupypauu umeHu H.M. Amocosa HAMH YkpauHsi», 2. Kues

Llenb — NpoaHanu3nMpoBaTh pesynbTaTbl MHOTOJIETHETO OMbITA ONEPATUBHOTO SIEYEHMUA CEPAEYHO-COCYANCTbIX MOPaXKeHUi y 6obHbIX cuHapomom MapdaHa
[NA NOBbILLEHUA Ka4ecTBa U NPOAIEHUA KU3HW ONEePUPOBAHHbIX.

Martepuanbl U meToabl. [poBeseH NPOCNEKTUBHbIN aHaAM3 292 NaLWeHTOoB ¢ cuHAPoMom MapdaHa, NpoxoamBLUMX neveHue B Y «HaLMOHanbHbIA UHCTUTYT
cepaeyHo-cocyancTomn xupyprum umenn H.M. Amocosa HAMH YkpauHbi» B TedeHne 1980-2018 rr. Bo3pacTt 60bHbIX cOCTaBua 7-57 NeT, CpeaHuin —
31,619,4 roga. Cpeay HUX 66110 220 (75,3%) MyKumH 1 72 (24,7%) KeHwmHbl. Anardo3 cuHapoma MapdaHa ycTaHOB/IEH coracHo Kputepuam Gent Noso-
logy (2010). A 24 (8,2%) 601bHble NO Pa3HbIM NPUYMHAM HE MPoonepupoBaHbl. OcTanbHble nauueHTbl (268 auu, nav 91,8%) npoonepuposaHbl: 257 — no
NOBOAY aHEeBPU3Mbl BOCXOAALLEN aopTbl, 4 — aHEBPU3MbI HPIOLIHOM a0PTbl; @ 7 — N0 NOBOAY HELOCTaTOYHOCTU MUTPANbHOTO KNanaHa.

Pe3ynbTaTbl. [0CNWUTaNbHAA NETANBHOCTL Habtoganack y 25 (9,3%) 6onbHbIx. OTaaneHHble pe3ynbTaTbl U3ydeHbl B 224 (92,2%) 60NbHbIX, BbIMUCAHHbIX U3
KNMHUKM B CPOK 6 Mecaues — 20 neT B cpegHem 63 mecaua. XopoLmnid 0TAaNEHHbIA pe3ynbTaT 3apeructTpuposaH B 145 (64,7%), yA0BNETBOPUTENbHbIN —
y 41 (18,3%), HeynoBneTBOpuTENbHbIN — Y 14 (6,3%) 60bHbIX. A 24 (9,9%) YenoBeKa yMep/n B OTAANEHHbIE CPOKM.

BbIBOAbI. AHEBPU3MbI A0PTbI Y 60NbHBIX CMHAPOMOM MapdaHa dopmmupyoTcs B MON0OA0M Bo3pacTe. MpUYnHON CMepTH B HE ONEpPUpPOBAHHbIX Yallle BCero
ABNAETCA Pa3pblB aHEBPU3MbI MW CEpAEYHAn HeAoCTaTo4HOCTb. Onepaumeii Bbibopa octaeTca Bentall De Bono. OnepupoBaHHble 60/bHble TpebytoT
NOXM3HEHHOrO AMCNaHCepPHOro HabatoaeHUs.

MccnenoBaHue BbINOAHEHO B COOTBETCTBUM C MPUHLMNAMM XeNbCUHKCKOM AeKnapaumuu. NMpoTOKON UCCAeA0BaHMA yTBEPKAEH JIOKAaNbHBIM STUYECKUM

KOMWTETOM YKa3aHHOTO B pa60Te yupexaeHua. Ha nposeaeHne VICCﬂe,CI,OBaHVIFI nony4eHo VIH(I)OpMVIpOBaHHOG cornacume naumMeHTos.

ABTOpbI 339B/AIOT 06 OTCYTCTBUM KOHb/IMKTA MHTEPECOB.

Kntoyessie cnosa: cuiapom MapdaHa, aHeBpKU3Ma aopTbl, paccianBatoLLas aHeBpyU3ma.

Beryn

CrnajgkoBi CMHAPOMI HepifIKo 3yCTpidyaloThCs B KIli-
HIYHIN MeUIIVIHI, ajle 3a3BMYail 3a/1MIIaI0ThCA HEPO3-
mi3HaHMMM fTikapeM 3aranbHoi npakTuku. Cepen
00’€KTUBHO iCHYIOUMX TPYAHOILB y HiaTHOCTHUIIi Ta-
KUX CMHIPOMIB MOXXHA BIIMITUTH IX KJIIHIYHNI IO~
niMopdisM i HefocTaTHE O3HAIOM/IEHHS JIiKapiB i3
nieto marosnoriero. Ha 1ie BkasyioTs i iHmi aBTopu [6,7].
OpHnm i3 Takux € cugpoM Mapdana. Yiepiue e 3a-
XBOPIOBAaHHA omnucas Binbsanc y 1876 p. [6]. Y 1896 p.
XBOpoOy feTanbHO omnycaB ppaHIy3bKUIl MexiaTp
A. Mapdan, iM’sim sikoro 1i i HasBamu. Ha cboropHi jo-
BefIeHO, 1[0 cuHApoM MapdaHa Mae ayTOCOMHO-J0-
MiHaHTHUI TUII YCIIA/IKYBaHHA 3 BYCOKOI IIPOHMKHiC-
TIO MyTQHTHOTO TeHa [2,4]. IIpy mboMy 3aXBOopIoBaHHi
IOPYIIYETbCS CHTE3 KOJIATeHY i e/IaCTUHY y 3B A3KY 3
MOLIKO/KEHHAM reHa 15-1 XpoMocoMH, BifiIIOBifanb-
HOTO 3a cuHTe3 Qibpuiiny, 6inKa, MO € BaXKINBUM
KOMIIOHEHTOM CIIOJTY4HOI TKaHVHM, OCKiNbKM popmye
i enmacTUYHICTD 1 CKOPOTIUBICTS [2,6,7].

Cunppom Mapdana (Marfan syndrome, MFS) - e
CIIaJIKOBa ayTOCOMHA I1aTOJIOTiA CIIOMYYHOI TKAHUHI
3 IOMiHAaHTHUM YCHaJKyBaHHAM i3 Pi3HOIK IleHe-
TPaHTHICTIO. 3yCTpidaeTbcA 3 YaCTOTOI0 1 Ha 5 THC. y
3aranbHin nonynauii [3,4,6]. Llett curgpoMm fiarHoc-
TYETbCA BifIOBigHO Jo nepernaHyTux [eHTChKMX
kpurepii (Ghent criteria) [6]. 3axBoproBaHHS Xapak-
TepU3yeTbCs KOMOiHali€l0 ypaXkeHHs OTIOPHO-PYyXO0-
BOTO allapaTry, OpraHa 30py Ta cepleBO-CYAMHHOI
cucTeMU. YpakeHHs OIMOPHO-PYXOBOTO alapary y
BUIJIAJIl BMCOKOTO 3pOCTY, HEIIPOIOPLiiHO JOBIUX
TOHKMX KiHI[iBOK, IA/IbI[iB, apaxXHOZaKTUIii, fedop-
Manii rpygHoi kiiTku (pectus excavatum, carinatum),
xpe6Ta, ToMiNnoK, fonixonedanii Hagae XBOPUM Xa-
PaKTE€pHOTO 30BHIIIHbOTO BUTIARY. Ypa)KeHH: o4deil

MPOSIBISIETHCS B €KTOIIT KpUIITaNuKa (BUBUX, MiABU-
BJIX), IPOTPECyIYiil KOPOTKO30pOCTi. YparkeHHH
CEepLeBO-CYyAMHHOI CMCTEMI XapaKTe€PU3YEThCA PO3-
BUTKOM aHeBPU3MHU, AK IPaBUJIO, BUCXiIHOI a0pTHU
[1], uo npu3BOAUTH 0 po3umpeHHs GpibposHOro
Ki/IbIIsA, BTPATV CMHOTYOY/IAPHOTO 3’€HAHHA i po3-
BUTKY HeIOCTATHOCTI aopTajbHOro Kl1anaHa. Kpim
TOTO, YaCTUM ABUIIEM € IIPOJIAIIC MiTPaTbHOTO K/Iala-
Ha i yTBOpEHHA aHEeBPU3M Y HU3XiHI IPYAHI i ye-
peBHilt aoprax [1,9]. 3a ganmMu niteparypu [9], mo-
PYLIEHHS OIIOPHO-PYXOBOIO allapaTy 3yCTpidaeThcs
y 100% xBopuX, yparkenHns odeit — y 50-80%, cepueso-
cypuHHOI cuctemu —y 50-90% namni€eHTiB i3 cuHgpoO-
MoM Mapdana. KoHcepBaTBHe TiKyBaHHSA ypa)keHb
cepleBO-CyAuHHOI cucTemn He edpekTusHe. [Ipmun-
HOIO CMEPTi XBOPUX, lepeBa)kHO BikoM 20-40 pokiB, €
posiapyBaHHA (pO3pUB) a0PTH, pifle — XpoHiuHa
cepleBO-CyAMHHA HefocTaTHICTD [1,2]. Xipypriune
MIKYBaHHs TaKol IIaTOMOTi1 ja€ 3Mory 36eperTn i mpo-
DOBXXVTU XKUTTA L1l KaTeropii XBOpUX.

Xo4a yacToTa BUABJIEHHA CMHAPOoMY MapdaHa cra-
HOBUTD Bif 4-6 mo 17 Bunaakis Ha 100 TucC. HaceneHHs,
6araTo JOC/IIIHNKIB BBAXKAIOTD, 1110 YMMaJIO BUIIAKIB
Ie He fiarHocToBaHi. Hecipusarnusuii mepe6ir sasHa-
YeHOI ITaTOJIOTiI 3 CYNYyTHIMM CepeleBO-CYAMHHUMU
YPaKEHHAMU, IEPBUHHMUM IIPOABOM AKUX 9aCTO € TO-
CTpa HeCTabi/IbHICTh A0PTaIbHOI CTIHKM — PO3PUB
aopTM Ta NeTa/JbHUIT HACTi[IOK, K IPaBUJIO, B MOJIO-
JOMY IIPOAYKTUBHOMY Billi /1 BUSHAYMIIO aKTYya/IbHICh
LIbOTO aHaJIi3y.

Merta foCIiI)KEHHA — IPOAHAJIi3yBaTU PE3y/IbTATH
6araTopiYHOro JOCBiNy ONepaTHBHOTO IIKYBaHH Cep-
LI€BO-CYyIMHHUX yPa)KeHb Y XBOPUX Ha CUHAPOM Map-
daHa J/1s1 mif{BUIEHHS SIKOCTI Ta HPOLOBKEHHS KUT-
TA ONIEpOBaHMX.
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Marepianu Ta MeTOAY JOCTiI)KeHHA

IIpotarom 1980-2018 pp. B 1Y «HanionanbHmit
IHCTUTYT cepLeBO-CYAMHHOI Xipyprii imeni
M.M. Amocosa HAMH VYkpainu» nponikoBaHO
292 xBopux Ha cuHApoM Mapdana. Bik xBopux cTaHo-
BUB 7-57 POKiB, cepenHii - 31,6+9,4 poky. Cepen HuX
oyno 220 (75,3%) vonoBikis i 72 (24,7%) >xinku. [ia-
THO3 cMHApoM MapdaHa BCTaHOBJIEHO BiIIOBiHO 0
kpurepiis Gent Nosology (2010). [iarnHocTtuka
6asyBajacs Ha JaHUX KJIiHIYHOTO 0OCTeXeHHS,
exokappiorpadii (ExoKT'), anriorpadii, komm rorepHoi
tomorpadii (KT).

Jna XipypTi9HOTrO MiKyBaHHA aHEBPU3M 3aCTOCO-
BaHO onepaiito Bentall De Bono (3amina aopranpHo-
ro KJIallaHa Ta BUCXIiJHOI a0OPTU KJIAIIAHOBMIiCHUM
KoHAyiTOM) Y 237 (88,4%) XBOpUX; K/I1antaHO30epira-
foui onepanii - y 13 (4,9%): cynpakopoHapHe IIpo-
Te3yBaHHA BUCXigHOI aopty — B 11 (4,1%) ocib, ome-
panito David - B 1 (0,4%) xBOpoOTO, Ooneparnio
Yacoub -y 1 (0,4%) ocobmu.

JocnimKeHHa BUKOHAHO BiITIOBIJHO JO NPUHIAIIIB
Ienbcincbkoi gexknapanii. [IpoTokon gocnifkeHHA
yxBaneHo JIoKkanbHUM eTMYHUM KOMIiTeTOM 3a3HadJe-
Hoi B po6oTi ycraHOBK. Ha ipoBefieHHs JOCTiKEeHDb
OTpUMaHO iHpOpPMOBaHY 3TOAY HAIli€HTIB.

Pe3ynpraTi mocmigKeHHs Ta iX 00TOBOpeHHs

3a JaHMMU [OCTiI>KeHb, pubIn3uo 75-85% Bu-
Ia/IKiB MAIOTh CiMeltHMIT aHaMHe3, peuTa (15-25%) —
1le CIIOpagMyYHi BUMIaK1, a00 BHACTITOK HOBOI CIIOH-
TaHHOI MyTanii, abo BHAC/i[JOK reTepOreHHOTO
3axBoproBaHHi [3,4,7]. Ili gaHi ninkom BignosifaoTs
BIAaCHUM CIIOCTEPEXXEHHAM, 3a AKUMMU, oHax 70%
XBOPMX Ma/Iy HO3UTUBHUI CiMeliHII aHaMHe3. 3acy-
TOBYE Ha yBary Te, 10 YacTOTa CIOHTAaHHUX My Talil
BMIIJA B HAIIQ/IKiB CTapIIOi BiKOBOI rpynu. Aje iesKi
aBTOPM [6,7] BKAa3yOTh, IIJ0 BU3HAYNTY BUIA/IOK AK
«CTIIOpafiYHMIT» MOXKHA TiZIbKM B pasi OKasiB, 0 Hi
B 6aTbKa, Hi B Marepi He 6y10 cuHApOoMy Mapdana.
Tomy paHHA #iarHOCTMKA 3aXBOPIOBAHH:A Ma€ HafI3BU-
YailHO BXX/IMBe 3HAUeHHs. 3MiHM OYZOBYU CIOTYYHOI
TKaHMHU € XapaKTepHUMU HEeHOTUIOBMMM O3HAKaMI,
3aBJISKY SIKUM CUHZIpoM Mapdana 3a3Buyait 4iTko BU-
ABJIAETHCA Tif Yac ornAfRy. binpmicte XBOopux Buco-
KOT'O 3pOCTY, aCTEHIiYHOIro TUIYy CTaTypu. [Jng Hux
XapakKTepHi fonixonedarntis, «ITalIMHUI» BUpa3 00-
JINYYs, «TOTUYHE» NigHeOiHHA, M AKi BYLIHI paKOBM-
HM, IX HU3bKE PO3TallyBaHHA i MiJiBUIIlEHA €1acTUY-
HicTh. HalixapakrepHinri sMiHM BigMidaoTbcs 3 60Ky
TpyOYaCcTUX KiCTOK Y BUIVIAZI JOBTYX IT1aBYKOIIOAIOHMX
ManblliB, i3 YaCTUMU MiIBUBUXAMHU 1 BUBUXAMU Ha/lb-
11iB, IK HAC/MiJOK, — CIaOKiCTh 3B’A3KOBOTO alapary.

Cnocrepiraerbcs cnabKicTp MixkpebepHMX M’A3iB, 1110~
pasy NmofloBXXeHH:A pebep cpuumHsAe gedopmarliio
TPYAHOI KIIITKY Y BUITIAZLL «Kyps140i» a60 BOPOHKOIIO-
ni6HoI nedopmauii; TakoXK XapaKTepHi 3MiHU XpebTa
y BUITISAZIi CKOJTi03Y, Kidhockoniosy. 3a oTpuMaHuMMu
HaMM pe3yabTaTaMMy, CKeJIeTHI IpOABY BijMidanuca y
259 (88,7%) xBopux. [lopyieHHs: 3B A3KOBOTO amapa-
Ty MOXXe CyIIPOBOJ)KYBaTICh YTBOPEHHAM ITaXOBMX i
CTErHOBUX I'PIIK, 1110, 32 JAHUMI HaBeJIeHOTO CIIOCTe-
pexxeHHs, 3ycTpivanocs B 13,4% (36) xBopux.

Cunpgpom MapdaHa IposABIAETHCA TUIIOBOIO IATO-
JIOTi€I0 Ovelt: BUBMX a00 MiBUBUX KPULITAINKA, 110
CYIIPOBOIXYETbCA MiOII€I0, ClTa3MOM aKOMOJaLlii; pij-
1Ie — BTOPMHHA IJIayKOMa, JieTeHePaTBHI 3MiHM )KOBTOL
II/IAMY, BiilllapyBaHHA CiTKiBKM Ta iHIIi 3MiHNM. Bn-
BUYEHHS HaMM K/IiHIYHUX PUC II0Ka3aso, 1[0 OYHi Ipo-
ABY cHApPoMy Mapdana Bigmivamuca y 222 (76,0%)
XBOpMX. 3a maHuMM niteparypu [9,12], i npossu 3y-
cTpivaroTbea y 61,3-80% ycix Bunajkis.

3MiHM cepLieBO-CYAMHHOI CUCTEMH CIIOCTEPIraloTh-
¢y 50-93% xBopux. BoHn € Hali4acTinIow NpuIMHO0
cMepTi TakuXx nanieHTis Bikom 25-40 poxkis [1,8,10,11].
Jlo 1ux 3MiH Hane>XXUTh GOPMYBAHHSA aHEBPU3MIH, K
MIPaBUJIO, BUCXiTHOI QOPTH Ta IIPOIAICY MiTPaabHOIO
KnamnaHa. JliTepaTypHi faHi nifTBep>Ky€e BIaCHUIA 0-
cBim: y 97% xBopux 6yna aHeBpU3Ma BUCXITHOTO Bifj-
mimy aoptw i mumie y 1,5% — yepeBHoi aopTu. [emopn-
HaMi4HO 3HAYYILMII IPOJIAIIC MITPaZbHOIO K/IalaHa
sycrpivasca y 25 (9,3%) ocib, yciM BuUKOHaHO Xipyp-
riu"y Kopekuiro. TakuM 4MHOM, OCTaTOYHO AiarHO3
cuHgpoMy MapdaHa HaMu OOTPYHTOBAHMIL 32 TPbOMa
KpUTEPiAMM — HAABHICTb OYHMX, CKEJIETHUX i cepLieBO-
CYOVHHUX NaTONOTiYHUX 3MiH, a /I BCTAHOBJIEHHSA
TAKOTO AiarHO3y BigmoBigHO mo Bumor Gent [6] mae
OyTy MiHIMyM IBa 3 IMX TPHOX KpUTepiiB.

PosmrapoByoya aHeBpM3Ma a0pTH CIIOCTepiranacs
B 111 (38,0%) xBopux. [ocTpe posumapysanus (mo
14 1i6 i3 MOMeHTY po3IIapyBaHHsA) BUABIAIOCH Y
52 (17,8%) oci6, xpoHiune - y 59 (20,2%) nauieHTis.
Bucokmnit BifcoTOK XpOHIYHMX pO3IIapyBaHb MOsC-
HIOETBCA TUM, 10 PO3LIAPYBaHHA B 6araTbox XBOPUX
nepebirae 6e3CMMITOMHO, 110 0OYMOBJIEHO BPOJKe-
HOIO HECIIPOMO>KHICTIO €/TaCTUYHOIO KapKacy CygUH.
Posmaposytoua aneBpu3ma I Tumy 3a De Bakey (pos-
HIapyBaHHA 3apOAMIOCH Y BUCXi[IHIN a0pTi Ta IPOMO-
BXXYETbCA Ha Pi3HY NPOTAKHICTh HUSXIZHOI A0PTU aX
no 6idypkanii aopTy 3 MOV PEHHAM Ha 3TYXBUHHI
apTepii) cmocrepiranmaca y 47 (42,3%) xopux; II Tumy
(posumrapyBaHHA 00MeXyBaIOCh BUCXiJHOIO a0p-
T010) — y 64 (57,7%) manienTis. 3a pesynbraTamMu
ExoKI, po3mipu aHeBpu3MI BUCXiZHOI A0PTU IIOHAT
6 cM Bigmivanuca y 152 (52,1%) nanientis. Mini-
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MaJIbHa peryprirainisd Ha aOpTaJbHOMY K/IallaHi pee-
crpysanacs nuure B 10 (3,4%) XxBOpux, moMipHa — y
21 (7,2%), BupaxkeHa (TsKka) — y 261 (89,4%) marni-
€HTA, 110 NiATBEP/)KYE Mi3HE 3BEPHEHHS 110 JOIIOMO-
ry. ITig vac ExoKT (1o moTim mifTBepKeHo Ha oIe-
panii) y 6 xBopux crnocrepiraBcs JBOCTY/IKOBUIL
aopTaZIbHUII KJIallaH.

Cepen xBopux 24 (8,2%) 0cobu 3 pisHUX IPUYNH He
OIlepOBaHi, i3 HUX 16 TOMep/N BHACTIJOK pO3PUBY
aHeBpU3MM, 5 — BiJl ceplieBO-CyAMHHOI HEJOCTATHOCTI,
3 - Ha T1i Mo€efHAHOTO iH(DEKIIITHOTO eHJOKAPANTY.
Pemra oci6 (268 nauienTis, a6o 91,8%) migBuieHHs

Jnsa XipypTi9HOTO JMiKyBaHHA aHEBPU3M 3aCTOCO-
ByBanacs onepania Bentall De Bono (3amina aop-
TaJIbHOTO K/IallaHa Ta BUCXi/JHOI QOPTH K/IallaHOBMicC-
HUM KoHAyiTOM) y 237 (88,4%) xBOopux (pmiamerp
Ki/IbISl a0pTA/IbHOTO KJIANIAHY B LIiil Tpymi XBOPUX, 3a
manuMu ExoKI, cranosus 30,0+5,4 MM, fiaMeTp BHU-
cxigHoi aopT! — 6,5%1,2 cM); K}IanaH036epiranqi
omepamnii - y 13 (4,9%): cynmpakopoHapHe IIpoTe3y-
BaHHs BUCXigHOI aopTn — ¥ 11 (4,1%), knamaHo36e-
piratoui onepanii 3a David - B 1 (0,4%) xBoporo Ta 3a
Yacoub - B 1 (0,4%) ocobu. Cepen XBOpUX, IKUM
IpOBefleHO KianaHo3bepiraroui onepaii, giamerp
Kinbigd, 3a gaHuMmu ExoKI, ctanoBus 26,2+4,4 MM, a
BUCXigHOI aopTu - 5,3%£0,8 cM (p<0,05). Huspkuit
BiZICOTOK K/TallaHO36epiraro4nx onepaiit o6ymonie-
HUJ BUPAXKEHOIO AMIaTalli€l0 KibLiA 1 BeAIUMKUMU
MopdonoriYyHNMY 3MiHaMM CTY/IOK K/IallaHa B Iepe-
Ba)KHOI 6inpmIocTi onmepoBaHux. ¥ 42 Bunajkax i
omepaljii BUKOHYBa/IuCs B yMOBax IMMO0KoI rimorep-
Mil i perporpanHoi LepebpanbHoi nepdysii. Onepa-
iisg Robichek (ITak + ex3onpore3yBaHHS BUCXiTHO]
aopTu) NpoBOAMIAcA B 7 0Cib; MpOTe3yBaHHA YepeB-
HOI a0pTM — Y 4; HeBeuKa KinbKicThb (7 XBOpUX) He
MaJjIy aHeBPU3MM BUCXi[JHOI a0pTH, Y HUX Oy/1a Bu-
pa’keHa HelOCTaTHICTh MIiTPa/JbHOIO KalaHa, 150
norpe6yBaso jtoro 3aminn. CynyTHi npouenypu Bu-
KOHYBA/IMCA Y 25 XBOPUX: IIPOTE3yBaHHSs MiTPaIbHO-
ro KjanaHa — y 14 manieHTis, aacTuKa MiTpaJbHOTO
knanaHa — B 11 oci6. IToBTopHi oneparii BUKOHyBa-
macay 15 (5,6%) xsopux, y 3 (1,4%) i3 Hux npnun-
HOI0 0y/10 pOpPMYBaHHSA aHEBPU3MU YePEBHOI a0PTH;
y 5 (2,5%) — mporesHuit eagoxapaut; y 5 (2,5%) — Bu-
pakeHa MiTpanbHa perypriranis, onepanis Elephant
trunk - B 1 oco6u (mica oneparii Bentall y 38s13ky 3
PO3BUTKOM TiraHTCbKOI TOpaKko-ab/j0MiHa/IbHOI aHEB-
pusmu), B 1 manieHTa — IpoTe3yBaHHsA AYTY HiC/IA
nonepenHboi onepanii Bentlla.

TocmiTanpHa meTanbHicTh cTaHoBMIA 9,3% (25 XBO-
pux). [Tpuunnamu cmepti 6ynmu remoparii — 9 (3,4%)
XBOPHUX, TOCTpa CeplieBO-CyAMHHA HEelOCTaTHICTh —

6 (2,2%), ycknagHeHHs 3 O0KY L{eHTpaIbHOI HEPBOBOI
cucremu — 4 (1,5%), roCTpa HUPKOBA HEJOCTATHICTD —
3 (1,1%), inmmi mpuauam - 3 (1,1%) nanienTn.

Binmaneni pesynbratu BuB4anucs y 224 (92,2%)
XBOPUX, BUIIMCAHUX i3 K/IIHIKM B TepMiH 6 MicALiB —
20 pokiB, y cepefiHbOMY 63 MicAwi. Xopowmmii Bigfae-
HUII pe3y/IbTar crocTepiraBca y 145 (64,7%) ocib, 3a-
moBinbHMIt - y 41 (18,3%), He3afOBiNBHUI — ¥
14 (6,3%) xBopux. A 24 (9,9%) ocobu nomepnn y Bizi-
maneHui TepMiH. IIpyunHaMy He3aJOBIIBHNX Pe3YIlb-
TaTiB Oy/Iu po3IIapyBaHHA JUCTAIbHYX ITHOK a0p-
T - y 4, MioKapjianbHa HeJOCTATHICTDb — Y 4,
NpOoTe3HNI eHfoKapauT — y 6. Hapasi 2 manientam
gyepes 9 i 4,5 poxy micna onepanii Bukonanu TEVAR,
me 1 xBopuit 4epes 7 pOKiB ITic/iA IEPBUHHOI Ollepanii
roryerbes go TEVAR. IIpo posmapysanHs aopTu ayc-
Ta/IbHiIIe MiCIis KOpeKIii oBifoM/IsIETbCs y poboTax
F.A. Kari Ta in., D.E. Cameron Ta in. [5,12]. Cporopsi
B JIiTepaTypi 06rOBOPIOIOTHCS MUTAHHS, HACKIIbKI
MiIXOOUTh 3aCTOCYBAHHA €HJJOBACKY/IAPHNUX CTEHT-
IMIIJIAHTiB XBOPUM i3 IPUPOIKEHUMU CIIaIKOBUMU
HeJlyTaMI CIIOJTyYHOI TKaHMHMN. SIKiCTb TKaHMHY B Me-
Iil aOpTa/JIbHOL CTIHKM, BK/IIOYAI04Vl 3MiHH, 0B A3aHi
3 BTPaTOI0, 3MEHIIEHHAM 260 AKicCHMMM 3MiHaMu enac-
TUYHYUX BOTIOKOH, MOXXe Ii/JBUIUTY B IIX XBOPUX PU-
3MK a0pTa/lIbHNUX YCKIagHeHb [5]. OgHak aBTOpY BBa-
)KawTh, mo TEVAR, 3a HagBHOCTI XUTTEBUX
IIOKa3aHb, € PO3YMHOIO aIbTEPHATUBHOIO BIJKPUTIiN
xipyprii. IIpo npoTesHuit eHROKApAUT i pU3UK 10TO
BMHUKHEHHSA y BififlaJIeHNII TEPMiH IOBiJJlOMIIAE
FE. Kari Ta in. [5].

BucHoBkn

AHeBpU3MM A0PTH Y XBOPUX Ha cuHApoM MapdaHa
($bopMyIOTBCA B MOIOOMY Billi.

YpakeHH cepLeBO-CYAMHHOL CUCTEMU IIPU CUH-
npomi Mapdaha 6e3 onepaTBHOIO TiKyBaHHS MAlOTh
HEeCIIPUATAMBUI IPOTHO3.

IIprunHOIO CMepTi B HEOIIEpOBAHMX HallYacTillle €
PO3pUB aHeBPU3MH a00 ceplieBa HETOCTATHICTb.

Omnepauiero Bubopy 3anuuraerbcs onepaitis Bentall
De Bono (3amiHa a0pTabHOTO K/IAIlaHa i a0pTH KITa-
IIaHOBMICHMM KOH/IyiTOM).

Y pasi 36epexxeHHs MOP(ONOTIYHOI CTPYKTYpHU
aopTa/IbHOTO K/IallaHa IpY HeBeNIMKOMY CTyIeHi aH-
HYJIOQOpTOEKTa3il MOXX/IMBE IPOBEJIeHHA BapiaHTiB
K/IanaHo36epirarounx BTpy4yaHb — onepanii Davida,
Yacobs, Wolfa, i3o1poBaH0i pecycneHsii aopTaabHOTo
KJIanaHa.

Y Bumagkax cynyTHbOI HEKOMIIETEHTHOCTI aTPiOBEH-
TPUKY/IAPHMX K/IaNaHiB (HAABHICTb BUPaXKEHOI Mi-
TPa/JbHO-TPUKYCIIiaIbHOI HEZOCTATHOCTi) 000B 13-
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Oensaou

KOBOIO YMOBOIO ITOBHOLIIHHOI KOPEKIIil € BifHOB/IEHHA
¢yukuii M-T kranasiB IUIIXOM IIACTUYHUX BTPYYaHb.
OmnepoBaHi XxBopi NOTpeOYIOTH JOBIYHOTO AVCIAH-
CEpHOTO HarIALY.
Asmopu 3a8671810Mb NPO 6i0CYMHICMb KOHPIKMY
inmepecis.
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