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P.H. Komapos, A.Y. Hopmypagos, P.M. Ucaes,
M.A. Co6opos, A.U. PonoBa, B.[1. Peiitep

DepepanbHoe rocyaapcTBeHHOe aBTOHOMHOE obpasoBaTesibHoe
yupexpaeHue Bbicliero obpasosaHus MepBbiit MOCKOBCKMIA
rocyAapCTBEHHbIN MegULMHCKUIA yHUBepcuTeT umern .M. CeueHoBa
MuHncTepcTBa 3apaBooxpaHeHmna Poccuinckon ®egepaunn
(CeueHoBckmmn YHmepcuteT), MockBa, Poccuinckas Qepepauua

AHHOTaUuNA

Lensb. NMpoaHanu3npoBaTb pe3ynbraTbl KnanaHOCOXPaHALO-
LMX onepaLuii B XMPYPriv KOPHA aopTbl Y 60/bHbIX CUHAPO-
Mom MapdaHa B nutepatype.

MeTopapbl. [poBeaeH 06LNPHDBIV MOWCK C UCMNOMb30BaHMeM 6a3
AaHHbIx Pubmed, Embase, Cochrane Library n Web of Science.
CTaTby ANs aHanM3a BblIbpaHbl COrNMAacHO METOLONOMN KINHN-
yeckon anugemunonorun PRISMA 2020.

Pesynbratbl. B 19 nccnegosanuax n 4 metaaHanmsax 30-gHeB-
HasA 1 rocnuTanbHas NIeTaibHOCTb He npeBsbiwana 2,08 %. Yacto-
Ta TpomMb60o3Mbonun 3a 15-neTHnin nepuog — 4,1 + 2,0 %. Cpep-
HWIA NoKasaTenb UHGEKLMOHHOIO 3HAOKapauTa — 0,25 %.
CBO6GOMA OT TSXKENOWN aopPTaNIbHON HEAOCTAaTOUHOCTM Yepes
8 net nocne onepaumm — 95,2 + 3,3 %. CBob6oaa OT NOBTOP-
HbIX BMeLlaTenbCcTB 3a 8 1 10 net — 97 %. OtnaneHHas netasnb-
HOCTb — He 6onee 10,57 %. BbikuBaemoctb 3a 5 1 10 net —
95,4 1 84,2 % COOTBETCTBEHHO.

3aknuyeHune. B 6nuxanwem n otganeHHoMm nepuopax
KnanaHoCOXpaHsatoLwme onepaumm nokasbiBaloT NpenmyLe-
CTBO MO CPaBHEHMIO C MMMNMIaHTaUMen KnanaHocogepalle-
ro KoHZymTa y 60nbHbIX cuHapoMom MapdaHa. B otganeHHom
nepuoae Tpomb0o3MO60NNA, SHOOKAPAMWT, KPOBOTEUEHME [10-
CTOBEpHO yvallle Habnoganucb y 605bHbIX C KnanaHocoaep-
KaLUM KOHOYWTOM.

KnioueBble c/ioBa: aHEBPYI3Ma KOPHA a0PTbl; KNlanaHoCoXpa-

HAloLan onepauus; onepauvs [13B1aa; pevmnaaHTaums; CuH-
Apom MapdaHa
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KnanaHocoxpaHsioLyme onepawum B PEKOHCTPYKTUBHOMN XMPYPriAu KOPHSA aopTbl Y 60/1bHbIX CUHAPOMOM MapdaHa: cuctematnieckiii 063op

Mo paHHBbIM NUTEpPaTYpPbl, KNAanaHOCOXpaHALne
onepaunn SBAAITCA ONTUMAaJbHbIM BMeELIaTeNbCT-
BOM B XUpYypruv KopHsa aopTbl (KA). BbigenatoT aBa oc-
HOBHbIX METOZla KJlaMaHOCOXPaHAILWMNX onepaLuii:
peumnnaHTayma aopTanbHoro KnanaHa (AK) n pemo-
nenuposaHuve KA [1; 2]. Onepauua flkyba nossonset
pemofennpoBaTb CMHYCbl BanbcanbBbl C NOMOLLbIO
npoTe3a. Onepayuio [138uaa BbINOHAT NyTEM PEUNM-
nnaHTauum AK B cocyaucTbin npoTes [3-5]. PenmnnaHx-
Tauua npeBocxoauT onepauuio Akyba no Jonrocpou-
HbIM pe3ynbraTtam [6-9].

CrvHgpom MapdaHa — ayTOCOMHO-AOMVHAHTHOE
reHeTuyeckoe 3abosieBaHNe, KOTOPOE XapaKTepursy-
eTcA paclwmpeHnem 1 paccnoeHnem KA n HapylueHnem
crHTe3a pubpunnunHa-1 [10]. PacnpocTpaHeHHOCTb —
1 cnyyai Ha 5 000 yenoBek [11; 12]. 3a nocnegHue Tpu
[ecATuneTnA NPoBeAeHO MHOXKECTBO perMIIaHTaL i
AK B xupyprum KA, B OCHOBHOM y NaumeHTOB C Tpex-
ctBopyaTbim AK. [lo KOHLa HesicHa oNrocpoyHas 3¢-
$EKTMBHOCTb KJTAaMaHOCOXPAHAIOLMX BMELLATENIbCTB
y nauyueHToB ¢ cuHgpomom Mapdana. Llenb nccnego-
BaHUA — NpOaHanu3npoBaTb pe3ynbTaTbl KnanaHo-

3anuncu, BbisB/IEHHbIE C MOMOLLbIO
= 6a3 AaHHbIX (n = 2 349):
= « Pubmed (n=702);
X — .
3 Embase (n =608); > 3anucy, yaaneHHble fO MpoBepKu:
= « Cochrane Library (n =23); > noeTopsiowmecs (n = 771)
:,E, « Web of Science (n=1014);
= * PYYHOW NOUCK MO CNINCKY
nutepatypsbl (n = 2)
A
OtobpaHHbie 3anucy (n=1578) > McknoueHHble 3anmcm (n = 1 358)
A
= OTyeTbl, NONyYeHHble > He nonyyeHo otyetos (n =0)
= nnAa nsenevyenns (n = 220)
s
o]
Y VcknioyeHHble OTYeTbl:
0 + HeAOCTYMHbIe Ha aHIMUNCKOM A3blke (N =7);
THETDI, oueHeHm%le Ha npeameT »| - OTYeTbl 0 caiyyasnx (n=41);
‘(ZOST;;(T))CTBMH TpebosaHnAm + HenpaBWIbHble BMeLLaTeNbCTBa (n = 46);
n= + HeBepHasd nonynAumMaA nayneHToB (n = 47);
+ HEKOPPEKTHbIN AN3aliH nccnegoBaHus (n = 56)
v \d
a
I VMiccnegoBaHUsA, BKITIOYEHHbIE
(1)
g B 0630p (n =23)
=
5
[+

Bblbop nccnepoBaHWin B COOTBETCTBUMN C METOAOMOMMEN KNMHMYeCKo anuaemmonorumn PRISMA
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Valve-sparing aortic root replacement in patients with Marfan syndrome: a systematic review

Ta6n. 1. MpeponepaLlyioHHble NOKa3aHWA U CPOYHOCTb BMELLATeNbCTBA

MNMoka3aHune K neyeHunto, n (%)

MepBbI aBTOP MaynenTbl, N TR (T
aopTbl
J.S. Coselli [18] 239 H/p,
K. Kallenbach [15] 59 55(93,22)
L.G. Svensson [14] 178 169 (94,9)
A. Martens [13] 104 97 (93,27)
F.A. Kari [16] 48 42 (87,5)
J. Kremer [17] 56 50 (89,29)
H.K.Song [19] 87 86 (98,9)
M. Ouzounian [20] H/D 100 %
F. Settepani [21] 35 H/p,
C.E. Martin [23] 134 131(97,76)
F.S. Schoenhoff [24] H/n H/DO
A. Forteza [33] H/n 100 %
P.P. Urbanski [25] 42 H/p,
T.E. David [6] 146 120 (82,19)
T. Kunihara [26] 33 H/A
J. Price [22] 98 H/p,
1.V.Volguina [27] 105 H/DO
C. Schmidtke [28] 37 H/R
D.E. Cameron [29] H/0 H/p,

lpumeyarue. H/p — HeT AaHHbIX.

COXpaHsAWMX onepaynin y 60JIbHbIX CUHGPOMOM
MapdodaHa.

Ina nccnegoBaHus NpoBeny NOUCK C UCMOJb30-
BaHMeM yeTbipex Beaywmx 6a3 gaHHbix: Pubmed,
Embase, Cochrane Library u Web of Science. Cratbu
otbupanu B cootBeTcTBuUM ¢ Preferred Reporting Items
for Systematic Reviews and Meta-Analysis (PRISMA)
2020 statement (pucyHok). Kputepuun BKnoueHua:
1) paboTbl MO CPaBHEHNIO KJTAMAHOCOXPAHSAOLLMX Orne-
paunn ¢ nMnNaaHTaumMen KnanaHoCcogepalero KoH-
ayuTta B xupyprum KA y 60onbHbIx ciHgpomom Mapdoda-
Ha; 2) BO3pacT 60sbHbIX OT 18 neT; 3) nccnenoBaHun
penmMnnaHTaumm KA 6e3 KOHTPOJIbHOW Fpynmbl y na-
LUMEeHTOB ¢ cuHapomom MapdaHa. Vicknovanu knu-
HUYecKkme cyiyyan, oTaesnbHble abCTpaKTbl, JOKagbl
KOHdepeHUUin 1 SKCNepTHbIe MHEHNSA, TakXKe He pac-
CMATPVBAIN HEaHrNosA3blYHbIe CTaTbu. KOHEeUHbIMM

JleueHwue, n (%)

PaccnoeHue aopTbl MnaHoBoe DKCTPeHHoe
H/p 229 (95,82) 10 (4,18)
4(6,78) 59 (100) 0
H/p H/p H/A
7 (6,73) H/p H/DO
6(12,5) 42 (87,5) 6(12,5)
6(10,71) 54 (96,43) 2(3,57)
3(3,5 83 (95,4) 4 (4,6)
0 100 % 0
2(5,71) 33 (94,29) 2(5,71)
3(2,24) 131 (97,76) 3(2,24)
H/A 100 % 0
0 100 % 0
4(9,52) 38(90,48) 4(9,52)
11(7,53) 146 (100) 0
H/A 25 (75,8) 8(24,2)
H/A 95 (96,94) 3(3,06)
H/pD 99 (94,3) 6(5,7)
H/pB 25 (67,6) 12(32,4)
H/p 100 % 0

TOUYKaMM M3yuyeHnA ABAANNCb aopTasibHasA HeJoCTa-
TOYHOCTb, TPOMO03MO0NNSA, KPOBOTEUEHUE, MHbEKUN-
OHHbI SHAOKAPAUT, MOBTOPHOE BMELLATENbCTBO U Jle-
TafIbHOCTb B OTAA/IEHHOM Mepuoje.

B pesynbrate noncka, KoTopbin Benn go 25 AHBapA
2022 r., obHapyxunu 2 349 nccnefoBaHuil. B utorosbii
CUCTEMATUYECKUI 0630p BKIOUMAN 19 nccneqoBaHWii
1 4 meTtaaHanusa [6; 13-29].

MokasaHusA K BMeLluaTenbCTBy

C MOMEeHTa NepBow penmniaHTaummy npowsno 6o-
nee 30 neT, BbIMOSIHEHO HECKOJIbKO TbiCAY Nogo6-
HbIX Mpoueayp, OfHAKO O LeNecoobpasHOCTM BMe-
WwaTenbcTBa Yy 60nbHbIX cuHapomom MapdaHa
Y XMPYpProB o CUX NOpP OTCYTCTBYET eANHOE MHEHUE
[6; 13; 14; 30]. Onepauuio [13Bnaa npoBOAAT Npemmy-
LeCcTBEHHO Npu aHeBpu3me KA, a Takke Npu OCTPOM
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Ta6n. 2. NMocneonepauroHHble NOKa3aTenn NaLuUeHTOB C CHAPOMOM MapdaHa v 6e3 Hero

_ Cun- Tpom- :

[TepBbin aBTOP Eﬁfﬂ, Nflapp(m- Boigiﬂ’ 60}13&";'6,& TEE%;:E&
Ha, % n (%)

J5. Coselli[18] 239 100 3 * 5‘?629?7 3 5‘?226?7
K. Kallenbach [15] 59 100 30 0 4(6,78)
L.G. Svensson [14] 178 83,7 45+ 14 0 0
A. Martens [13] 104 100 33+13 0 1(0,96)
FA.Kari[16] 48 100 33 H/A H/A
J. Kremer [17] 56 100 3125;‘; Wo o wa
H.K.Song [19] 87 100 31 H/A H/n
M. Ouzounian [20] 253 439 44+14 H/g, H/g,
F. Settepani [21] 35 100 36,5 0 H/B
C.E. Martin [23] 134 100 334+£123 H/A H/A
F.S.Schoenhoff [24] 29 100 27 0 0
A. Forteza [33] 37 100 3010 0
PP. Urbanski [25] 42 100 43 0
T.E. David [6] 146 100 357 6(4,11) H/A
T. Kunihara [26] 33 100 31 1(3,03) 0
J. Price [22] 98 100 36 4 (4,082) 0
1.V.Volguina [27] 105 100 31 1(0,95) H/A
C. Schmidtke [28] 37 100 32 2(54) 0
D.E. Cameron [29] 85 100 H/g 0 H/A

lpumeyarue. H/p — HeT AaHHbIX.

M XPOHMYECKOM pacciioeHnn aopTbl [6; 13; 15].
A. Martens n coaBT. No pe3ynbTatam UccnegoBaHnA
104 nayMeHToB COOBLNMN, YTO MOKA3aHUAMN K BMe-
WwaTenbcTBY B 93,27 % cnyyaes Obina aHeBpur3ma KA,
4,81 % — ocTpoe 1 1,92 % — XpoHnYecKoe paccnoe-
Hue aopTbl TMNa A [13]. AHanornyHble gaHHble nocne
n3sydeHus 59 6onbHbix Nnpeactasmnu K. Kallenbach
1 coaBT.. y 93,22 % nokasaHnem ABAANACb aHeBPU3-
ma KA, 5,08 % — ocTtpoe u 1,7 % — xpoHuuyeckoe
paccnoeHue aoptbl TMNa A [15] (tabn. 1). 31O corna-
cyeTcs ¢ pe3ynbTaTamu meTaaHanu3sa J.M. Burgstaller
n coasrT. [31].

CPO‘IHOCTb BMellaTeNibCTBa

PenmnnaHTauuio NpoBoaAT B NJTAHOBOM U SKCTPEH-
HoM nopapgke [6; 13; 15; 16], ogHaKO MHOTMe Xnpyp-
rv OTHaloT NpeanoYTeHre NIaHOBbIM BMELLATEeNbCT-
Bam [17]. Mo paHHbIM J.S. Coselli n coasr,, B rpynne u3
239 60nbHbIX TONbKO 10 (4,18 %) BbINOMHUAN SKCTPEH-
Hyto onepauwuio [18]. B nccnegosaHum H.K. Song u co-
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o (o)
uﬂ:ﬂ:ﬁ:m ﬁ:gg?f;':)ai I'Ic;n:AT:urj:_oe NetanbHoCTb, n (%)
dHpokap- - CTb, N (%) TenbctBo, 30-gHeB- OTnane-
ouT, n (%) n (%) Has Has

0 2313219(10,5) 1(140?422?)’7 1(0,42) 2(0,84)
H/A H/D, 7(11,86) 0 5(8,47)
3(1,68) H/D 7(3,93) 0 H/p
H/A 11n388(12,5) 16(1538) 1(0,96) 11(10,57)
H/B H/B 1(2,08) 1(2,08) 3(6,25)
0 2(3,57) 1(1,78) 0 0
H/A 20 1347 (42,55) 0 H/A H/p
H/A H/A 2(0,79) 1(0,39) H/g
1(286) 4u332(12,5) 3(8,57) 0 0
0 16 (11,94) 3(2,24) 0 H/B
0 16 (55,17) 4(13,8) 0 1(3,45)
0 11336(2,78) 0 0 1(,7)
0 4(9,52) 2(4,76) 0 0
2(1,37) 10 (6,85) 5(3/42) 1(068) 6(4,11)
0 H/B 3(9,1) 0 0
1(1,02) H/A 4(4,082) 0 H/g
0 0 0 0 H/A
0 H/A 3(8,11) 0 0
0 0 5(5,88) 0 2(2,35)

aBT. 13 87 nauuneHToB Y 4 (4,6 %) BMeLLaTeNbCTBO Obio
3KCTpeHHbIM [19] (Tabn. 1). M.E. Soto 1 coaBT. B MmeTa-
aHanv3e NPUBOAAT CPeAHNI NoKa3aTeslb SKCTPEHHbIX
onepauun 7,1 % [32].

MHTPaOHePaLWIOHHbIe noKasartenun

M. Ouzounian 1 coaBT. cOO6WMIN O CpeaHeM Bpe-
MEeHM nepexaTma aopTbl N UCKYCCTBEHHOIO KPOBO-
ob6paueHuns 110 n 131 MuH cooTBeTCcTBEHHO [20]. B nc-
cnepoBaHum L.G. Svensson 1 COaBT. 3TV NMoKasaTtenun
coctaBunu 111 1 135 muH [14]. NMprBegeHHble AaH-
Hble COOTHOCATCA C pe3ynbtatamu J.M. Burgstaller
n coasr. [31].

30-gHeBHasA U rocnuTasibHas neTanbHOCTb

Mo paHHbIM J. Kremer n coaBT., 30-gHEBHAA 1 ro-
cnuTanbHaa neTanbHOCTb B 6AMXKalem nocneone-
paurioHHoM nepurope coctaBuna 0 % [17]. daHHble 06
oTtcyTcTBUM 30-4HEBHOW U rOCNUTANIbHOW NeTanbHO-
CTV NpeacTaBunn Takxke A. Forteza n coast. (n = 37)
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Ta6n. 3. Pe3y1‘|bTaTbI MeTaaHaNn30B NO CPaBHEHMIO KanaHOCOXPaHAKLWNX BMeLWaTeNbCTB

N nMmnnaHTaynn KnanaHocogepawmnx KOHAYNTOB B XMPYPrmm KOPHA aopTbl

30-aHeBHasA /

Ma-  MaumeHTbl, roCHUTaNbHas Tpomb603M60-  MHdeKUMOoHHbIN  KpoBoTeue- [loBTOpHOE BMe-  JleTanb-
Mepgbiii asTop ea::l' n NIETANHOCTb, % g, % SHAoKapauT, % Hue, % LLaTenbCTBO, % HOCTb, %

" CVG VSRR CVG VSRR CVG VSRR CVG VSRR CVG VSRR (CVG VSRR CVG VSRR
tJ3.6Eienedetto 1385 972 413 H/p H/n 0,7/roq 0,3/rom 0,3/rog 0,2/rom H/ap H/A 03/rop 1,3/ron H/A H/p
R.Hu [34] 539 247 292 58 0794 7035 081 4,71 096 H/n Hn 648 616 972 3,08
CD.Flynn[35] 2976 1624 1352 329 024 5346 1,33 4,19 044 442 061 406 311 1748 27
JM. Burgstaller 2156 1141 1015 3,4 03 9,7 0 3,6 0,7 H/n  H/A H/0 H/n H/n  H/p

(31]

Mpumeyarue. CVG — onepauus ¢ KnanaHocoaepalym KoHaynTom; VSRR — KnanaHocoxpaHsiolas onepauus; H/4 — HeT AaHHbIX.

[33], 06 OTCYTCTBMMW FOCNNTANbHOW NETAaIbHOCT —
K. Kallenbach v coaBT.[15]. B uccnenosanum A. Martens
M COABT. MOKa3aTe/iv PaHHEeN NeTanbHOCTY He MPeBbI-
wanun 1 % (0,96 %) [13] (Tabn. 2). MprBeaeHHble AaH-
Hble cOornacyloTca C pe3ynbTaTamMy MeTaaHaln3oB
[31;34; 35] (tabn. 3).

Tpom603Mb60onnUyecKne OCNOXKHEHNA

Mo paHHbIM F. Settepani n coaBT,, B TeueHune cpea-
Hero nepuopa HabnwaeHns 19 mec. He BO3HUKIIO HU
oAHOro anu3oga Tpomb6oambonum [21]. A. Martens
M COaBT. TakXe coobwmnu o6 oTcyTCTBUN TPOMOO-
ambonnyecknx ocnoxHeHnn 3a 12,0 = 5,4 roga [13].
B nccneposanumn T.E. David v coaBT. 3 146 naumeHToB
121 (82,88 %) nepeHecnn penmnnantaumio AK. 3a ne-
pvon HabnoaeHns 15 neT yactota TPOM603MOONNN CO-
ctaBuna4,1+2,0% [6]. 9To cOOTBETCTBYET pe3y/bTratam
J. Price v coaBT.: 13 98 naumeHToB 69 (70,41 %) nepeHe-
cnu peumnnanTauuio AK. MeguraHa HabnogeHusa co-
ctaBuna 7,8 [2,9; 11,4] roga, 3a 310 Bpema y 4 (4,082 %)
NMaLMeHTOB OTMEYATNCb TPOMOOIMOONMYECKIE OCNOXK-
HeHusa [22] (tabn. 2). Mo gaHHbIM MeTaaHanu3a R. Hu
M COABT., NPV CPaBHEHUW KJTaNaHOCOXPAHSAOLWMNX orne-
paumin C MMNAaHTauuen KnanaHocogepaluero KoHay-
uta B xupyprum KA Habnoganocb JOCTOBEPHO 6onbLue
cnyyaeB TPOM603M6ONMM B rpynne onepayumi ¢ Kna-
naHocofep Kallm KOHAYUTOM (aHr1. composite valve
graft, CVG) [34]. 3To cOOTBETCTBYET pe3ynbTaTam MeTa-
aHanu3a C.D. Flynn u coasr. [35] (Tabn. 3).

NH$eKUNOHHDbIN SHAOKAPANT

L.G. Svensson 1 coaBT. NpoaHann3npoBann gaHHble
178 nauMeHToB 1 COOBLNIIW, YTO B OTAASIEHHOM Nepu-
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ope 6bl1s10 BbINOJIHEHO 7 peonepaunii Ha AK, 3 (1,68 %)
13 178 BMeLWATENbCTB OCIOXHUINCD MHPEKLNOH-
HbiM 3HAOKapautom [14]. C.E. Martin n coaBT. usyun-
nn aaHHble 134 nauveHToB CO CpeaHMM Nepuoaom
HabnogeHusa 6,2 + 3,9 roga, ann3oabl MHGEKLNOHHO-
ro sHAoKapamTa otcyTcTBoBanu [23] (tabn. 2). 370 co-
rnacyeTca C pesynbTrataMy MHOTVX NCCNefoBaHN, rae
CpeaHnin nokasarteslb UHGEKUNOHHOIO SHAOKapAmn-
Ta cocTtaBnaet 0,25 % [32]. Mo gaHHbIM MeTaaHanm-
3a C.D. Flynn u coaBT,, YacTOTa 3HJOKapAUTa B rpynrne
KJlanaHoCoXpaHsaioLmx onepauuii (@Hm. valve sparing
root replacement, VSRR) 6bi11a 4OCTOBEPHO MeHbLLE Mo
cpaBHeHwuto ¢ rpynnon CVG: 0,44 1 4,19 % cooTBeTCT-
BeHHO [35] (Tabn. 3).

AOPTaﬂbHaﬂ Hea[oCTAaTOYHOCTDb

MNo paHHbIM A. Martens n coaBr,, y 104 nauneHTOB
C nepuvofoM HabnogeHus 10 + 5 neT B paHHeM nocne-
onepaunoHHOM Nepunoae aopTaibHON HeJOCTAaTOu-
HOCTW 3+/4+ cTeneHn He OTMeTUNN, 2+ cTeneHn —
5 (4,8 %) cnyuaes. B otganeHHom nepuoge y 9 (11 %)
13 82 NauMeHTOB BO3HMKIA aOpTaNibHAA HeJOCTaToOu-
HOCTb 2+ cTeneHu, y 2 (2,4 %) — 3+ ctenenu [13]. 310
cornacyeTca ¢ pesynbratamu nccnegosanus J. Kremer
N COaBT., rae cBobofa OT TAXKeNoW aopTalibHON pe-
ryprutauum yepes 1 rog n 8 net coctasuna 97,7 = 2,3
1 95,2 + 3,3 % cooTtBeTcTBEHHO [17]. AHanornyHble gaH-
Hble npepctaBunu F. Settepani n coasr. [21].

Peonepal.wm no noBoAy KpoBoTevyeHnA

Mo paHHbIM K. Kallenbach n coaBT., B paHHem no-
crieonepaunoHHOM nepuoae 6bi10 BbIMOJIHEHO
4 (6,78 %) peonepauunn No NoBoay KpPoBOTEUEHUA
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Ta6n. 4. NpuyrHbI NOBTOPHbLIX ONepaLnii 1 eTanbHbIX NCXOA0B

n MprynHa noBTOpPHOM onepauuu, n (%) MprynHa neTanbHOro ncxogda, n (%)
aum-
MepBbI aBTOP €HTbI,
n B 30-AHEBHOM B CpefHeCcpoYHOMm / B 30-4HEBHOM B CpegHeCcpoYHOM /
nepvoge OTAaneHHoOM nepuoge nepvoge OoTAaneHHoOM nepuoge
KopoHapHas
. . MHdeKkuma npoTesa, KposoTeue- CBA3aHHaA C aopTanb-
J.S. Coselli [18] 239  He#oCTaTOUYHOCTb, 1; 1u3 237/ron Hite, 1 HbIM KNanaHom, 2

ncesfoaHeBpu3ma, 1

AH, 1 (1,7); Y
, ) Pa3pbiB HUCXoaALLen
K Kallenbach [15] 59 Decsrba/minlian  a,s (8.47) 0 aoprsi, 1(1,7);
KpoBoTeyeHue, 4 (6,78) ceazanan c AK,1(1,7)

L.G.Svensson [14] 178 KposoTteueHue, 4 (2,24) 13,3 (1,68); AH, 1 0 H/DO
AH, 11 (10,58); MNepecagka cep- CaAsaHHaA ¢ AK,
AK, 1; aopTanbHbIN cTeHO3, 2 (1,92); pua Ha doHe 7(6,73);
A. Martens [13] 104 CH,2(1,92) NHPeKLMs npoTesa, 1; CH, otTop>Ke- KapananbHas, 3 (2,88);
Kapganomuonatus, 2 (1,92) Hue, 1 cencug, 1

Cencnc n NOH
. (ocTpoe pac- Cencnc n MOH, 2
F.A.Kari [16] 48 0 AH, 1 (2,08) croeHne aopTel (4,17)
Tina A), 1 (2,08)

J. Kremer [17] 56 0 AH, 1(1,78) 0 0
H.K.Song [19] 87 0 0 H/Q H/0O
. KposoTeueHue, [oBTOpHas onepaunsa
M. Ouzounian [20] 253 15 (5.93) Ha AK, 2 H/D H/O
. KpoBoTteueHne, AH, 2 (5,71);
F. Settepani [21] 35 4(11,43) V3. 1(2,86) 0 0
C.E. Martin [23] 134 0 AH, 3 (2,24) 0 H/DO
3acTtonHaa CH, ocnox-
F.S. Schoenhoff 29 KpoBoteueHue, 1 (3,45) AH, 4 (13,8) 0 HeHHas cencucom,
[24]
1(3,45)
A. Forteza [33] 37 0 0 0 H/A
PP. Urbanski [25] 42 0 AH, 2 (4,76) 0 0
OcTtpoe pac-
. OCnoXHeHus, CBA3aH-
T.E. David [6] 146 0 AH, 3 (2,05); CNOCHWE aOpThl 10 ¢ paccnoeHnem
n3,201,37) TMna B n manb- aopTbl, 4 (2.74)
nepdysus, 1 pTel, 414
T. Kunihara [26] 33 0 MNpuunHa He ykasaHa, 3(9,1) O 0
. AH, 2 (1,02); 3ameHa gyru
J. Price [22] 98 KposoTteueHue, 2 (2,04) aoptbi, 1(1,02); M3, 1 (1,02) 0 H/p,
. KopoHapHas HefocTa-
I.V.Volguina[27] 105 TOUHOCTD, 1 0 0 H/A
C.Schmidtke [28] 37 0 AH,3(8,11) 0 0
MOH, 1 (1,18);
6VBEHTPUKYNAPHaA
D.E.Cameron [29] 85 0 AH, 5 (5,88) 0 HEAOCTAaTOUHOCTD,

1(1,18)

Mpumeyarue. AK — aopTanbHblii KnanaH; AH — aopTanbHas HeAOCTaTOYHOCTb; I3 — MHGEKLUNOHHBIN SHAOKAPANT; H/A — HET AaHHbIX;
CH — cepgeyHan HegocTaTouHOCTb; [TOH — nonvopraHHaa HeJOCTaTOYHOCTb.
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(Tabn. 4). 3a cpenHee BpemMs HabnoaeHus 54 + 37 mec.
He3HauYnTe/IbHOE KPOBOTEUYEHNE BO3HUKIIO TOJIbKO
y 4 (6,78 %) 60nbHbIX [15] (Tabn. 2). AHanornyHble no-
KasaTenu peonepaunin n3-3a KpoOBOTeUYEHUS MPUBO-
aat F.S. Schoenhoff n coaert.: pectepHoTOMMA noTtpe-
6oBanacb 1 (3,45 %) u3 29 nayneHTtos [24] (Tabn. 4).
YacToTa pectepHOTOMUM y aBTOPOB COMNAcyeTcs ¢ pe-
3ynbratamu metaaHanu3sa R. Hu un coasrT,, rae gonsa no-
BTOPHbIX Onepauni n3-3a KPOBOTEUEHMIN COCTaBMIA
4,044 % [34].

nOBTOPHbIe BMellaTeNibCTBa

MNpeBocxogHble pe3ynbTaTbl MO NOBTOPHbLIM BMe-
watenbcteam nonyunnu F.A. Kari n coast.: ceobopa ot
peonepauuni KA 3a 8 net 97 % [16]. 10 cornacyetca
c paHHbiMu T. Kunihara n coasr. [26]. B uccnegosaHuu
C.E. Martin n coaBT. cBo60Aa OT NOBTOPHbIX BMELLA-
TenbCTB B TeyeHure 10 net coctaBuna 97 +£2 % [23]. 31o
cootBeTcTBYeT MeTaaHanusy C.D. Flynn n coaBr, rge
06L1as YacToTa MOBTOPHbIX BMELLATENbCTB MOC/IE Ka-
NMaHOCOXPaHALWKMX onepauunii 3a 51 10 net 6bina 95,6
1 90,5 % cooTBeTCcTBEHHO [35] (Tabn. 3).

JleTanbHOCTb B OTAANIEHHOM nepuope

K. Kallenbach n coaBT. coo6LwaoT o netanabHOCTA
B oTAaneHHoMm nepuoge 8,47 % (5/59) [15] (tabn. 2). 1o
cooTHocmuTCA ¢ pesynbratamu T.E. David u coasr,, y Ko-
TopbIx nocne VSRR otaaneHHas CMepPTHOCTb COCTaBNA-
na 4,11 % (6/146) [6]. D.E. Cameron n coaBT. onucanun
OTAaNeHHY1o netanbHOCTb 2,35 % (2/85) [29]. MpeBoc-
xopHble pe3ynbtathl npusoaat C. Schmidtke u coast.:
HU OOHOTO NETANILHOIO C/lyyas B OTAAJIEHHOM Mepuo-
ne [28] (tabn. 2). HegaBHME MeTaaHaNM3bl TakxkKe Npo-
LEMOHCTPUPOBaNmM focToBepHoe npenmylectso VSRR
nepen CVG no stomy nokasatento (100 % nayueHTOB
c cuHgpomom MapdodaHa) [34; 35] (Tabn. 3).

BbiKnBaemocTb B OT4aIEHHOM nepuopge

C.E. Martin n coaBT. coobwmnu o 5- n 10-neTHe Bbl-
XunBaemoctn 99 = 1 n 97,1 + 2,0 % COOTBETCTBEHHO
(Bce maumeHTbl ¢ cHapomom MapdaHa) [23]. 1o co-
oTHocuTCA ¢ gaHHbIMU F.A. Kari 1 coaBT. 06 o6Lel Bbl-
»KmsaemocTtn 3a 4 n 8 net 98 n 90 % [16]. ConocTaBu-
Mble noka3satenu npmnsogAatT M. Ouzounian n coaBsT.: 5-,
10-neTHAA Bbl>KMBaeMocTb 95,4 1 84,2 % [20]. B uccne-
posaHum A. Martens v coaBT. LONTOCPOYHasA BblXKMBa-
emocTb 3a 10 1 20 net 6b1N1a 91 1 76 % COOTBETCTBEH-
Ho [13]. KpynHas pabota T.E. David n coasT. Bkntovana
333 nayueHTa, u3 Kotopbix 'y 124 (37,24 %) puarHoctn-
poBanu cnHgpom MapdaHa; pe3ynbraTbl OKa3anucb
cxoXumm [371].

OrpaHunyeHus

B niccnepoBaHM He YUYTEH OMbIT XUPYPTOB U XUPYpP-
FMYECKMX LEEHTPOB, KOTOPbIN MOXET CYLLEeCTBEHHO MO-
BINATb HA NIETANIbHOCTb.

Onepauuna [3Buaa nokasbiBaeT NPeBOCXOAHbIe
KpaTKO- 1 JONTOCPOYHbIe pe3ynbTaTthl. [lpenmyllecTsa
BMeLlaTeNnbCTBa — AONTOBeYHOCTb AK, H13KaA 4acTo-
Ta NOBTOPHbIX ONepaLnii 1 OTAANTIEHHbIX OCIIOXKHEHNN,
B TOM UMCJiIe TeMOopparnyeckmnx n Tpombosmoéonu-
yeckux, a Takke MHPeKLMOHHOro sHaoKapauTa. OT-
CYTCTBME CUCTEMHOW aHTMKOArynauum, BbiICOKas Bbl-
»KMBAeMOCTb N HM3Kas JIeTaNbHOCTb TakxKe AenatoT
pevMnIaHTaLmIio METOLOM Bbibopa y MonoAbix nauu-
€HTOB C cuHApomoM MapdaHa Npu PEKOHCTPYKTUB-
Hom xmpyprumn KA. KnanaHocoxpaHsaoLwwme onepaunu
MMEIOT NyyLume pe3synbTaTbl MO CPaBHEHMIO C KNlanaHo-
3amMeLlalLmMmn BMeLlaTenbCTBaMu.

MonyyeHHble BbIBOAbI HEOOXOAMMO TPaKTOBaTb
C OCTOPOXHOCTbIO BBUAY UCMONb30BaHNA B MCCNef0Ba-
Hum rpynn CVG n VSRR. Ipynna CVG BknoyaeT onepa-
unio beHTanna — [le BoHo, 3ameHy aopTbl 6OKIaNaHOM
n romorpadTom. Mpynna VSRR coctouT 13 onepauuii
I3Buga n flkyba. [ins 6onee TOUHOro NOATBEPKAEHMSA
BbIBOAJOB HEOOXOAVIMbI KPYNMHOMACLUTabHble NPOCNeK-
TUBHbIE KOHTPOJIbHbIE UCC/IeA0BaHMA C NPAMbIM CPaB-
HeHviem onepaunn berntanna - [le boHo n }3Bnaa.
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Abstract

Aim. To analyze the literature about the results of valve-sparing operations in aortic root surgery in patients with Marfan
syndrome.

Methods. A comprehensive search included four databases: Pubmed, Embase, Cochrane Library, and Web of Science.
Articles for analysis were selected according to the methods presented in the PRISMA 2020 guidelines.

Results. The final systematic review included 19 studies and 4 meta-analyses. The findings showed that 30-day and hospital
mortality rates did not exceed 2.08%. The incidence of thromboembolism over a 15-year period was 4.1 £ 2.0%. The mean
rate of infective endocarditis was 0.25%. Freedom from severe aortic insufficiency 8 years after surgery was 95.2 + 3.3%.
Freedom from reoperation at 8 and 10 years was 97%. Long-term mortality was < 10.57%. The 5-, 10-year survival rates
were 95.4 and 84.2% respectively.

Conclusion. Valve-sparing operations are more beneficial than valved conduits in patients with Marfan syndrome in the
short and long-term periods. Thromboembolism, endocarditis, and bleeding were significantly more common in patients
with valved conduits in the long-term period.

Keywords: Aneurysm, Dissecting; Aortic Aneurysm, Thoracic; Aortic Valve; Aortic Valve Insufficiency; Blood Vessel Prosthesis
Implantation; Marfan Syndrome; Replantation
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