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MocnegHue pecatTuneTns sHaMeHaTenbHbl BO3pa-
CTalolWUM MHTEPECOM KITMHULMCTOB K Npobneme auc-
nnasmu coeguHutensHon Tkanm (ACT) [2, 5, 9—-11]. 3710
CBSI32HO Kak C Nporpeccupyolein ee 4acToTon, Tak
1 3HAYMMOCTbIO NAToONoOrnK, MCXoAs U3 Toro, YTo Co-
eaguHUTENbHas TKaHb SBNSETCS NONUGYHKUMOHANBHOWN,
OCYLLECTBNSIOWEN TPOMYECKYIO, 3aLUUTHYIO0, MOPEO-
reHeTUYECKY0, NNacTUHECKYI0, UHTErPUPYIOLYIO Y
OMOPHYIO PyHKLUN.

Oucnnasusa coegnHutensHom TkaHu (dis — Hapylue-
HuS, plasia — pa3BuTne, 06pasoBaHue) — HapyLlLeHne
pas3BUTUSA COEONHUTENBHOW TKaHU B SMOPUOHANIEHOM
1 nocTHaTanbHOM nepuoaax, FreHeTUYECKN AeTEPMUHN-
pOBaHHOE COCTOsIHME, XapakTepuaytoLleecs gegekTa-
MU BOJNOKHUCTbIX CTPYKTYP M OCHOBHOIO BeLlecTBa co-
€OUHUTENBLHOM TKaHW, NpMBOJsLIEE K paCCTPONCTBY
romMeocTtasa Ha TKaHeBOM, OpPraHHOM U OpraHu3MeH-
HOM YPOBHSIX B BUAE pasnuyHbIX MOpP(OogyHKLMOHANb-
HbIX HapyLlEeHUA BUCLiepanbHbIX 1 TIOKOMOTOPHLIX Op-
raHoB C NporpeaueHTHLIM TedeHuem [16, 17].

Mopconoruyeckn OCT xapakTepuayeTcs name-
HEHUSMMW KOMnareHoBbIX, anacTU4eckux pubpunn,
rMMKoONpoTeMaoB, NPOTEOornnkaHoB 1 pubpobnacTos,
B OCHOBE KOTOpPbIX Hacnegyemble MyTaluu reHos,
KOOMPYIOLMX CUHTES U MPOCTPaAHCTBEHHYIO OpraHu3a-
UKo KonnareHa, CTPYKTYPHbIX 6€1KoB 1 6enKoBOo-yr-
NeBoAHbIX KOMMIEKCOB, a TakXe MyTaumm reHoB gep-
MEHTOB U KO(PAKTOPOB K HUM.

MpucyTcTBNE COEAMHUTENLHON TKaHW BO BCEX
opraHax u cuctemax, o6WHOCTb ee NMPOUCXOXAEHUS
N3 ME3EHXMMbI C rMafgkon MycKynaTypou, KpOBbIO 1
numcon, ee NONNGYHKLMOHANBLHOCTL NpegnonaraT
BO3MO>XHOCTb BOSHUKHOBEHUS AUCMNNACTUYECKUX U3-
MeHeHWI B Nto6OM opraHe n cucteme, BKroyas cep-
gevHo-cocyguctyto cuctemy [9]. MHororpaHHoCcTb
HapyweHuin npn OCT, nx NONNMOPraHHOCTb U MNOMNCK-
CTEMHOCTb ONPefensoT CNOXHOCTb AaHHON Npobne-
Mbl. OnncaHbl gUcperynsaTopHble, UMMYHHbIE 1 On3a-
panTaumoHHble HapyweHus npu OCT, B ocHoBe
KOTOpPbIX fieXXaT KOMMMEKCHbIE PacCTPONCTBA B UH-
TErpMPOBaHHbIX C COEOANHUTENBHON TKaHbIO CUCTEMAX
UMMYHUTETA U LepebparnbHbIX CTPYKTYP.

B cooTtBetcTBUMM ¢ OmMCKOM Knaccudukauuen
1990 [OCT paspensietcs Ha ABe rpynnbl, 0OgHa U3 KO-
TOPbIX O6bEAMHSAET YETKO OYEPHEHHbIE HACNEOCTBEH-

Hble cMHOpPOMBI (cuHapoM MapdaHa u ap.), opyras
BKNOYaET HacnedCcTBEHHYIO NaToNoruio CoeauHu-
TeNbHOTKaHHbIX CTPYKTYpP C BUCLepanbHbIMU NPOSiB-
NeHnsIMM (M3MEHEHUs Co CTOPOHbLI cepfua, CoCynoB
n gp.). Pasnuyatot gudepeHumpoBaHHblie (opMbl
OCT, KoTopbIM NpUCYyLWM onpeaeneHHbIn reHHbIN ae-
(hekT, BUO HAcnegoBaHUs 1 TUNMYHAaA KNnHN4Yeckas
cumntomaTuka (cuHgpom MapdaHa, BpoxaeHHas
NOMKOCTb KOCTEW, cMHapom 3nnepca-[dannoca n ap.),
n HeamdepeHumpoaHHyto [CT, xapakTepusyioLly-
tocsi NONUMOPMU3MOM CTUIM An3smMbpuroreHesa, npea-
CTaBMEeHHbIX C PasnMyHON YacToTon B (heHoTune. Cy-
LeCTBYEeT MHEHUe, YTo anddepeHUnpoBaHHbIe (hopMbI
OCT moryT 6bITb OTHECEHbI K 3aboneBaHnaM, a He-
oucdepeHUMpoBaHHbIE — K TPETbUM COCTOSIHUSIM, KO-
Topble, ABNASCH NPEMOPOUAHBLIM (POHOM, ONpeaensioT
npenpacnonoXeHHOCTb K BO3HUKHOBEHUIO accoLmmpo-
BaHHbIX C HUM 3a60neBaHUin, cBOeObpasme nx Teye-
HWs 1 NporHos [9]. HeoudgdepeHumpoBaHHble CUHAPO-
Mbl U3BECTHbI TaKXXe nof Ha3BaHuasMn «MASS» nnn
«KCY-peHoTun». AkpoHumbl «MASS» (Mitral valve,
Aorta, Sceleton, Scin.) [18] n «KCY» (Koxa. Cepa-
ue. Yepen) [8] o6o3HavaloT Hambornee YacTo BOBe-
KaeMmble B NaTonorn4eckuin npouecc opraHbl U yac-
™M Tena. B oTnuuune oT guddepeHUUnpoBaHHbIX
CUHOPOMOB, KOTOPbLIM B 60OMNbIIMHCTBE CnyYyaes npu-
CYLUM APKMNE KIMUHUYECKNE NPU3HAKW, NPOSIBIEHNS He-
onddepeHumpoBaHHoin OCT He cTonb BbipaXeHbl,
XOTS U HE MEHee aKTyanbHbl [6].

Oco6eHHOCTL MOphoreHesa CoeanHUTENLHON TKa-
HW 3aKroyaeTcs B TOM, YTO OHa y4acTByeT B hopMu-
poBaHWM Kapkaca cepaua npakTmyeckun Ha Bcex aTa-
nax oHToreHesa. [Npu ACT ceppua B naTonormyeckuin
npouecc BOBNEKAETCA ero COeAMHUTENbHO-TKaHHbIN
Kapkac — cepfedHble KnanaHbl, nogknanaHHbIi anna-
part, neperopofdku cepaua v marmctparnbHble cocyabl.
B knuHnyeckow npakTuke, korga peys nget o Mopgo-
NOrNYeCKo OCHOBE U3MEHEHUI CEpaeYHO-COCYaUCTON
cucTeMbl 6e3 remogmHammn4eckux HapyieHun, X.I. Xo-
pocom (1984), K0.M. BenosepoBbim (1993) BMecTo Tep-
MuHa «[CT cepaua» 6bin NPeoXeH opyron — «ma-
nele aHomanuu passutus cepgua» (MAPC) [3, 13].

MpuaHaku OCT mMoryT oTCyTCTBOBaTb MPU POX-
LOEeHUW UMM UMEeTb OYeHb HE3HAUUTENbHYIO BbipaXkeH-
HOCTb U, NOJOBOHO M306paxeHuto Ha oTobymare,
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NposiBNATLCS B TedeHue xnsHu. C rogamm Konude-
ctBo npusHakoB OCT u nx BblpaXeHHOCTb HapacTa-
eT nporpeameHTHo [16]. Hekotopbie MAPC moryT
ucyesartb No mepe pocta pebeHka (0TKpbIToe OBasb-
Hoe OKHO, nponanc mutpansHoro knanaHa (MMK) |
CT. U @p.), Apyrue nporpeccupytoT, npuobpeTaroT K-
Hudeckyto 3HaunmmocTb (MMK Il cT. n gp.), cno-
COBCTBYIOT BOSHUKHOBEHWIO OCMIOXHEHUIA: cenTnyec-
KOro sHgokapauTa, HapyweHun BHyTpucepaeyHowm
reMoMHaMmnKn, obyCnoBeHHbIX Kak HeNnocpeacTBeH-
HO QMcnnacTUYeCcKMMn N3MeHEHUAMMN, Tak U NPUco-
efiMHeHneM NpUobpeTeHHON KapanansHON NaTonornu.

OuvcnnacTtnyeckoe cepaue — coYeTaHne KOHCTM-
TyumaneHbIX, Tonorpaguyeckux, aHaTOMUYECKUX K
(pyHKUMOHAaNbHbLIX 0CO6EHHOCTEN cepaua y Yenose-
ka ¢ OCT [2]. B nHoctpaHHon nutepaTtype Ucnonb-
3yeTcs TEPMUH «MUuKcomaHas 6onesHb cepgua» [19].
YacTtoTta gucnnactnyeckoro cepfua cocrtasnser 86%
cpeav nuu ¢ HeguddepeHumporaHHon [CT. dopmu-
pytoT gucnnactTu4eckoe ceppLe KOHCTUTYLIMOHaNbHbIE
0COBEHHOCTU: «KanenbHoe», «BUcsA4Yee» cepaue,
NOBOPOT ero BOKPYr carrutanbHON 1 NpoQosibHON
OCM; KOCTHO-BepTebparnbHble aucnnasum n gegopma-
uMn co caaeneHneMm, potaumen, cMelleHnemM cepgua
1 MepeKkpyToOM KPYMHbIX COCYA0B; 0COBEHHOCTU CTPO-
€Husl ceppua n cocyfos.

CornacHo onpepeneHuio .H. BepewaruHou
(2008), kK OCOBEHHOCTAM CTPOEHUSA cepaLa u cocy-
pos npu AOCT OTHOCATCA: HECOCTOATENBLHOCTL BHE-
KNeTo4HOro MaTpukca cepfua 1 cocynoB; MUKCOMa-
To3Has gereHepaumsa (M) cTBOPOK, Xopg, KnanaHHOro
KonbLUa; nponabuposaHue CTBOPOK C perypruraumen;
BalbBYNSAPHO-BEHTPUKYNSAPHAS auccoumnaums (cmelle-
HWe MUTpanbHbIX CTBOPOK B MOMIOCTL NEBOro Npeacep-
[MS); U36LITOYHOCTb TKAHW CTBOPOK MUTPanbHOro u
3aCnoHOK aopTarnbHOro KnanaHoB; ABYXCTBOpYaTbIN
aopTanbHbIW KnanaH; yanuHeHne, n3bbiTovHas nog-
BWXHOCTb XOpM; A06aBOYHbIe XOpAabl; NOBbIWEHHAs
Tpabekynapusaums nesoro xenygoyka (J1K), Hesa-
poclwee oBanbHOE OKHO C FOTOBHOCTbIO K Nnapapok-
canbHON aM60nnKn; aHeBpu3Ma MeXnpencepaHou ne-
peropogku (MII); aHeBpuama cuHyca BanscanbBbl;
BEHTpPUKYyno-cenTanbHble ocobeHHocTn JTXK: gnacro-
no-cucTonuyeckas unu cuctonudeckas gegopmaums
BbIHOCALLEro TpakTa, TPaH3UTOPHbLIN CUCTONNYECKUIA
BanuK BepxHen Tpetn MXKI, S-o6pasHbiin n3rné mex-
Xenygo4dkoBon neperopoaku (M>KIT); nssutocTb, rm-
nonnasus, annasus, guccekums, mbpomyckynsipHas
oucnnasmsa KopoHapHbIx aptepun (KA); aHeBpu3Mebl
KA; MmokapguanbHble «MOCTUKW»; aHOManuu nposo-
OswWen cuctemsl; onyxonu cepgua (Mukcoma, pab-
OOMMOMA); paclumpeHme NpoKCUManbsHOR Yactu aop-
Thbl, TEFOYHOMO CTBOMA; MMMonnasus aopThbl, NOrpaHNyYHO
Y3KUA KOPEeHb aopTbl, TMNONIa3uns Nero4Horo cTeona.

OcHoBHbIM Mopgonornyeckum nposisneHvem OCT
cepoua siBnsgeTcs MuKkcomartosdHas gereHepauns (M)
KnanaHHbIX CTBOPOK, XOpM, NogknanaHHbIX CTPYKTYP,
KakK cnefcTBme reHeTU4ecKn 0eTepMUHUPOBAHHOIMO

npouecca paspyLeH1s 1 yTpaTbl apXMTEKTOHUKN KO-
nareHoBbIX U 9NacTUYECKUX CTPYKTYP COEQUHUTENb-
HOW TKaHM C MX 3aMelleHNeM KUCTbIMU MyKoronuca-
xapvgamu [2, 6].

OpnHow n3 Hanbornee pacnpoCcTpaHeHHLIX aHOManui
KnanaHHoro annapara cepgua npu ACT sesnsercsa npo-
narc MuTpanbHOro KnanaHa — CUCTONIMYeCcKoe NpoBu-
caHue ofiIHON unu 06enx MUTparnbHbIX CTBOPOK B MO-
noctb J1M. Mo aTnonorun n mexaHu3my pasBuTuUSA
NMMK knaccuuumnpyeTcs Ha NepBUYHBLIA U BTOPUY-
HbI. Mponcxoxpaerue nepsudHoro NMMK obycnosene-
HO HegnhdepeHumpoBaHHon OCT. BropuyHbii NMMK
passuBaeTcs Npu nopaxeHun muokapaa JK v nanvn-
nApHON Myckynatypbl. MUTpanbHble nponancel rnpu
onghepeHUMpoBaHHbIX (hopMax HaCNeaCTBEHHbIX CUH-
OPOMOB Takxe O0THocATCS K BTopuyHbIiM NMMK. B cBs-
31 C HaKomnneHneM MMKCOMaTo3HOW TKaHW CTBOpKa
MK yBenu4yusaeTtcs B pa3mepax, cTaHoBUTCS 6onee
pacTsXXMMOW, He CMOCOOHON NPOTUBOCTOATL OObLIYHO-
My paeneHuio B JIXK n Bbibyxaet B nonocte J1M B
MOMEHT CUCTOMbI.

CornacHo 9xoKI knaccutvkaumm, NpeanoXeHHoM
I"N. CTopoxakoBbiM 1 ero cotpygHukamu (2004),
BbIAENSAOT pasnnyHble CTeNeHN BbIPaXXEHHOCTU MUK-
comarosHomn gereHepauuun: 0 — npusHakos M[ HeT;
MO | cT. — MMHUManNbLHO BblpaXeHHas: yTonweHne
CTBOpPOK 3—5 MM, apkoobpasHas gecopmaums MUT-
panbHOro OTBEPCTUS B npegenax 1-2 cermMeHToB,
CMbIKaHne CTBOPOK coxpaHeHo; M Il cT. — ymepeH-
HO BbIpaXeHHas: yTornuweHne CTBOpoK 5—-8 Mm, yanu-
HeHWe CTBOPOK, Aedopmauns KOHTypa MUTpanbHoOro
OTBEPCTUS, ero pacTskeHue, HapylleHne CMblKaHus
CTBOPOK, MuTpansHasa peryprutaums; MO Il cT. —
pe3Ko BblpaXkeHHas!: yTomnweHne CTBOPOK 6onee 8 MM,
CTBOPKM YANMHEHbI, MHOXXECTBEHHbIE pa3pbiBbl XOPL,
3HauyuTenbHoe pacwupeHne MUTpanbHOro Konbla,
CMbIKaHWe CTBOPOK OTCYTCTBYET; MHOroknanaHHoe
nopaxeHve, gunarauma KOpHS aopTbl, MUTpanbLHas
peryprutaumst pasnn4yHon CTeneHmn BblpakeHHoCTH [12].

BbigensaioT 0 MM MUHUMAanNbHYKO MUTPanbHYIO
peryprutaumio (MP) — Ha ypoBHe CTBOPOK; | cTeneHb
MP — cTpysa npoHukaeT B nonocTtsb JII He 6onee Yem
Ha 10—-15 mm; Il, unun BelpaxeHHas cterneHb MP —
CTpysa peryprutaumu gocturaeT cepegudsl JIT; I,
unu Taxenas cteneHb — MP no Bcemy J1I1. J. Delaye
¢ coaBTopsl (1983), conoctaBmBwmMe faHHble OxoKT,
aHruorpagum n pesynbtaTbl XMPYpruyeckoro neveHus
y 173 60onbHbIX ¢ MP npu peematuame, IBC, nHgek-
LUMOHHOM 3HAoKapauTe, BINC, HepeBmaTtuyeckmx 60-
nesHsaAX Muokapaa, NpuUWnu K BbiBody, YTo Hanbonee
yactom (32,3%) npnunHon MP 6bin NMMK [21].

B Hanbonee Tsaxenbix cnydyasx MP moxet pas-
BMBaTbLCS BHE3aMnHO, B CBSA3N C OTPbIBOM CYXOXWIb-
HbIx xopa. O6beM peryprutypyoLein KpoBu yMeHbLLAET
3(h(PeKTUBHBIN CepaeyHbIi BbIBPOC, YTO aKTUBU3UPY-
€T CMMaTo-afpeHanoByiO N PEHUH-aHMMOTEH3NH-asb-
LOCTEPOHOBYIO CUCTEMY, B pe3ynbTaTte Yero ysenu-
yMBaeTCs YacToTa cepaeyHblX coKpaleHuin n obuiee
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nepudeprnyeckoe COCyamcToe conpoTueneHne. Bos-
pacTalowasn nocrneHarpyaka 3aTtpygHseT OnopoxxHe-
Hue J1XK B aopTy u ewwe 6onblie ysenmyneaeT ob6bem
MP. Tak 3amMblkaeTcs CBOeO6pasHbIi MOPOYHBINA KPyT,
Korga ncxogHoe Hanmume MP ctumynupyet ee npo-
rpeccupoBaHme. O6bemMHas neperpyaka nesbix oTae-
noe ceppua HeusbexHo npueoguT K aunartaumm JN
C pasBuUTUEM NErO4YHOMN rMNepTeH3nn 1 opmmnposa-
HMEM NpaBOoXenyao4YKOBOW HeQoCcTaTo4HOCTU. PacTs-
xeHue J1IM npegpacnonaraeT K npeacepaHbIM apuT-
MUSM 1M 06pas3oBaHMI0 NPUCTEHOYHLIX TpOM6OB —
noTeHUManbHbIX UICTOYHUKOB TpOM60ambonuu. MNpo-
rpeccuposaHme MP u TpaHcgopmaums 6eccumnTom-
Horo NMMK B remogMHamMum4yecku N KNMHNYECKMN 3Ha-
Yumbln npoucxoaut B 15-40% cny4aes [4, 10].

CyuwecTtByeT MHeHue, 4TO okono 30% nepsuy-
HOMo MH(PEKUMOHHOIO SHOOKapauTa pasBmBaeTcs Ha
¢doHe NMMK n npoTekaeT ¢ 4acTbiMU paspbiBamMu
Xopa, BblpaxeHHon gectpykuuen cteopok MK, Tpe-
OyowmnmMmn xmpyprmyeckon koppekumm [20]. Bosmox-
HbIM ocrnoxHeHnem MNMK BbICTynaloT Takxe TpomM60o-
3MO0IMN MUKCOMATO3HO N3MEHEHHbIX CTBOPOK, Halle
B cocynbl BepTebpobasunnsapHorn obnactu. NMMK cum-
TaeTcs OHOMW U3 rnaBHbIX NPUYNH MO3FOBOrO UH-
cynbTa y nuy monoxe 40 net [11].

[MpoBogs KoHcepBaTUBHOE neveHune y 60MbHbIX C
NMMK, Heo6xoaMmMo 4eTKo NpeacTaBnsaTb, YTO reMo-
OMHamMuyeckun 3Haummbin NMMK — aTo nopok cepaua,
Tpebylmnin Xxnpypruyeckoro smellaTtenscraea. lNpu
pacnpocTpaHeHHon ML BbINOMHSAOT NpOTE3MPOBaHNE
X0opA C uenbio BOCCTaHOBNEHNS xopaanbHoro anna-
pata nepegHen ctBopkn MK. Mcnonb3yoT HUTH 13
nonutetpagTopatuneHa — PTFE (Gore Tex). MNomu-
MO O0ONrOBPEMEHHON NPOYHOCTN U BMONOrNYECKON
WHEPTHOCTM 3TW HUTK OTNUYaeT nopucTas CTPyKTy-
pa, cogepxauiasa okono 50% Bo3gyxa, 4To obecne-
yMBaeT TKaHeBOe MpopacTaHme Heoxopd, KOTopble
NoOKpbIBaOTCA SHOOTENMEM. [NokasaHueM ansa nmnnax-
TaLumn NCKYCCTBEHHbIX XOpa SABASIOTCS: OTPbIB OCHOB-
HbIX XOPA ¥ rONOBKU NanunisipHON MblWLbl NepegHen
MUTParnbHON CTBOPKK; YOUHEHUE U UCTOHYEHUE BOMNb-
WWHCTBA XOPA NEePenHENn CTBOPKN; OTPbIB HECKOSb-
KMX KpaeBbIX Xopd 3aJHein CTBOPKWU C hopmMupoBa-
HMeM nponanca.

AHeBpuama Bocxogsiuen aoptbl npyn OCT — He-
YKMNOHHO Mporpeccupytolee coctosiHue. PEKOHCTPYK-
TUBHas XMpyprus npy NaTonornM BOCXOQsLLEero otaena
aopTbl, CONPOBOXAAIOLENCS aopTanbHON HEQOCTaTOu-
HocTbto (AOH), SIBNSieTCst OQHOM U3 CMOXXHBIX NPo6nem
COBpPEeMEeHHOW cepeyHO-COCYANCTON XMpYpruu.

Xupyprudeckasi Koppekums nopokos cepgua u
aHeBpuam aopTbl y 6onbHbix ¢ ACT ocywecTBnsaeT-
CSl Ha YOHe «AMCnnacTUYeckoro cepaua», MMMyHope-
thvumTa, «am3apnantosa», ABASIOWMXCS OnaronpusaTHON
NnoYBoOW AN pasBUTUS PasHOOBPa3HLIX OCMOXHEHUIA
nocneonepaunoHHOro nNeprnopa, Takux Kak centnyec-
KW 9HOOKApOWT, ayTOMMMYHHbIE, anfnepruyeckune
COCTOSIHUSA, a TaKXe HapyleHns remocTasa. Noato-

My 6onbHble ¢ OCT B Kapanoxupypru4eckon KnmHu-
ke TpebyloT ocoboro nogxoda kak B Bblbope TakTu-
K1 KOppeKLun NopoKoB ceppua, Tak U BegeHns noc-
neonepaumvoHHOro nepuoga.

HacnencteeHHble 3a6oneBaHns COeAUHNTENbHOM
TKaHu: cuHgpom MapdaHa n 9nepca-daHnoca — Bbl-
3bIBaloT 06pa3oBaHe aHEBPU3M N pacCroeHne CTeH-
Kn aopTbl ¢ hopmupoBaHuem AoH, 4to aensetca ab-
CONIOTHLIM MOKasaHnem K paHHEMY OrnepaTtuBHOMY
neyeHuio. B HacTosWwee BpeMs MeTodoM Bbibopa y
6onblmnHcTBa 60nbHbIX JCT ¢ aHeBpr3mon Bocxoast-
wero otaena aopTbl M AoH aBnaeTca onepauns npo-
Te31poBaHUs BOCXOQSAIWEro OTAena aopTsl U aopTasb-
HOro KnanaHa KnanaHocogepXXalum KOHOYUTOM
(Bentall-DeBono) B pa3nunyHbix mogudmkaumsax. Oc-
NOXXHEHUS, CBSA3aHHbIE C MEXAHUYECKUM MPOTE30M,
YMEHbLWaT 3pPEKTUBHOCTb OMepaLun, YTo NpUBo-
LUT K noucky 6onee pranonormyHbIX peKoHCTPYKLUNiA
KOPHS aopThbl, K KOTOPbIM OTHOCATCS METOQUKMK CO-
XpaHeHns coO6CTBEHHOIO aopTanbHOro Knanaxa. fns
MOHUMAaHMNA TaKTUKM N TEXHUKMN KanaHOCOXPaHsIo-
wen koppekunn AoH npu aHeBpu3me aopTbl HEO6-
XOAMMO npefacTasneHne 06 aHaToMum 1 U3NoNorum
KOPHS a0pTbl U MexaHM3Max BO3HUKHOBEHUS peryp-
ruTauum Ha aoptansHom knanane npu OCT.

AopTanbHbI KOpeHb — egnHas yHKUMOHaNbHas
CTEepeOMETpUYECKas CTPYKTYpa, ABNSAIOWAACS YacTbio
obuwero mbposHoro ckeneta cepgua. KopeHs aop-
Tbl COCTABNSAT (YMOPO3HOE KONbLO, CUHYCbI Banb-
canbBbl, CUHOTYBYNSPHLIN rPebeHb, KOMUCCypanbHble
CTepXHKU. Bce anemeHTbl KOpHS aopTbl, NpeacTas-
NEeHHble B OCHOBHOM KONnareHOBbIMW BONOKHaMM,
(PYHKLMOHMPYIOT KaK egnHas XecTkas KOHCTPYKUMS.
®OunOPO3HLIA KapKac KOPHS aopTbl, COXpaHss ero
(PyHKLMOHanNbLHYIO CTepeoMeTpuio, ynpasnseT pabo-
TON CTBOPOK, PErynmpyeT nx OBMXEHUe, YyMeHbLas
Harpysku Ha CTBOPKMU.

Takum 06pa3om, BbICOKas MPOYHOCTbL aopTasibHO-
ro KnanaHa, ero fnosfiHoe 3ambikaHue 6e3 ABneHun
peryprutaumm 3aBuCAT HE CTONbKO OT MEXaHNYECKMX
CBOWCTB CaMUX CTBOPOK, CKOSIbKO OT >XECTKOCTU U
NPOYHOCTU BCEX KOMMOHEHTOB KOPHS aopTbl U UX CO-
rnacoeBaHHoOro Bsaumogencteus. B ocHoee cuHgpo-
moB [CT: MapdaHa n Snepca-[laHnoca nexwur ge-
(hekT 06pasoBaHMs CTPYKTYpHOro 6enka puépunnuHa,
Heobxoanmoro ans opMMpoBaHNa MUKponbpunnsap-
HOW CEeTM C KonnareHoBbIMU U 311acTU4eCKMMmM BOSOK-
HamMu BO BHEKINETOYHOM MaTpukce. OcobeHHo obLwmp-
Hbl MUKPOUOPUNNAPHBIE CTPYKTYpPbl B aopTe.
Mostomy npu OCT reHeTnyeckne nedexTsl konnare-
HOBbIX M 9MaCTUYECKUX CTPYKTYp OCcnabnsioT CTEeH-
Ky aopTbl N ynpyrocTb hnbpO3HOro Kapkaca KOpHS
aopTbl, MPMBOAS K ero pacwmpeHunio, 06pasoBaHuio
aHeBpU3M U paccrioeHunio CTeHKN aopTbl. Hecrnocob-
HocTb npu OCT Bcex KOMMOHEHTOB KOPHS aopTbl
CTPOro yoepXusartb ero pasmep n popmMy Ha npoTs-
XXEHUN CepaeYHOro LmMKna NpMBOQANT K HapYLLEHUIO 3a-
MbIKaTENbHOM (YHKLIMU CTBOPOK aopTanbHOro Knana-
Ha 1 pa3BUTUIO aOPTalIbHON peryprutauum.
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Takmm obpasom, aopTanbHas HegOCTaTOYHOCTb
npv OCT dopmmpyeTcs BCneacTene MHOrOypoBHEBOW
aunaTaumm KOpHSA aopTbl B 0611aCTu CUHOTY6YNApHO-
ro rpebHs, cuHycos BanbcanbBbl, (hMGPO3HOro KonbLa
aopTanbHOro knanaHa. MMeHHo ¢ y4eTomM CoXpaHHO-
CTN COBCTBEHHbIX CTBOPOK Y MHOTMX B0JbHbLIX C CUH-
ppomom MapdaHna T. David n C. Feindell B 1992 r.
060CHOBaNM 1 BHEOPUNN B KIMMHUYECKYIO NPaKTUKY
onepaumio KnanaHOCOXpaHsILWero NpoTesnpoBaHns
BocxogsLen aopTel [1, 14]. 9Ta TexHnka npegycmar-
pvBaeT (huKcaumio CUHTETUYECKOrO COCYANCTOro npo-
Te3a HUXe YPOBHS CTBOPOK aopTasnbHOro KrnanaHa co-
OTBETCTBEHHO (hMOPO3HOMY KOJbLY, MPW STOM MpoTe3
«CaguTcsl» Takum 06pasom, 4To HOPMUPYETCH IKCT-
paaopTanbHbI Kapkac, Co3fatoLwmin OnopHyto nogaep-
XKy MaToforMyeckn U3MEeHEeHHOW CTEHKe aopThbl C
NPOoYHOM cTabunusauuen UGPO3HOro KomnbLa 1 BCEro
KOPHS aopTbl ANs QNTENBHOrO COXpaHeHUs 3amblka-
TENbHON (PYHKLIMM CTBOPOK a0pTasibHOro KnanaHa.

Mo paHHbIM A.M. YepHsIBCKOro n ero konner
(2006), n3yumBLLNX OCOBEHHOCTU KITMHUKWN, aHATOMW-
YEeCKUX NapamMeTpoB KOPHSA aopTbl, TEYEHUS paHHe-
ro 1 OTOANeHHOro NocneonepaLmoHHOro Nepnoaos
nocne KnanaHocoxpaHsiowien koppekumm AoH y 6onb-
Hbix ¢ [CT, gns aTon kateropn 60OMbHLIX XapakTe-
peH 6onee Morogon Bo3pacT, 6onbluas cteneHs AoH,
6onbWwWniA guameTp (MO6PO3HOro Konbua U CUHYCOB
BanbcanbBebl, Bo3Bpat AoH, Heo6xoauMoCTb B peo-
nepaunn B oTaaneHHsIn nepuog B 15% cny4vaes [14].
Mpu AoH, o6ycnoBneHHON aHEBPU3MOM KOPHS aop-
Tbl Ha hoHe [CT, BO3MOXHO BbINOIHEHME Knana-
HOCOXpaHSIoLWeN onepaunm — SKCTpaBasnbBYNAPHOro
npoTtesnpoBaHusa aoptbl No metody David ¢ coxpa-
HEHMEM XOpollen (PYHKUUKN aopTanbHOro KnanaHa B
oTAaneHHbIn nepuop, Y 85% 60nbHbIX BbINOMHEHO
npotesuposaHue [1].

Mukcombl cocTaBnsaioT 50% Bcex gobpokave-
CTBEHHbIX ONyxonen ceppua y B3pocnbiX n 15% —y
peten. Hambonbluyto 4acToTy MUKCOM BbISIBASIIOT B
Bo3pacTe 30—60 net. Okono 75% MMWKCOM BO3HMUKa-
et B I, 15-20% — B npasBomM npeacepnuun, 6—8% —
B Xenypo4ykax. Okono 20% naumeHTOB C Hacneg-
CTBEHHbIMU (POPMaMMn UMEIOT COMYTCTBYIOLWNE OHKO-
nornyeckue 3abonesaHns (agpeHOKOPTUKANbHYIO
y3M10BYI0 ONCnnasuio, onyxonu n3 knetok Cepronu,
onyxonu anugpnsa, MHOXECTBEHHbIE MUKCOUOHbLIE
thrnbpoageHOMbl MONOYHON XENE3bl, KOXHbIE MUKCO-
Mbl, MHOXECTBEHHbIE HEBYChI nuua 1 ryb). Hanuuune
W Bblpa>XXeHHOCTbL CTEHO3MpYloLLero atdekra n xapak-
Tep HapyweHUn BHyTpUCEPOEYHON reMoanHaMuKkm
3aBUCAT OT pasmMepa 1 nokanusarmm onyxornwu.

Mukcoma ceppua no BHewWwHeMy BUAy HarnommnHa-
€T nonun XeneobpasHoi KOHCUCTEHLIMM HA KOPOTKOM
HOXKe, hrkcmpoBaHHbIv K MIT. Paamepsl BapbupytoT
ot 5 go 12 cm B gnameTpe, macca gocturaet 250 r.
[na Mukcomel ceppua xapakTepHO BHe3arnHoe rnosis-
NeHne KINUHWKN CepaeYHOn HeJOCTaTO4YHOCTH, 3aBu-
CslLen OT NepemMeHbl NONoXeHUs Tena 60LHOro; BO3-

HWKHOBEHME MO0 nepudeprnyecknx CoCyaos nunm
COCYHOB Nérkmx Ha poHe CMHYCOBOro pUTMa, 0cCobeH-
HO Y MOMoabIX NOAEN; odblllka UM KpaTtkoBpeEMEH-
Has NoTeps Co3HaHWs, HacTynawwas BHesanHo. OT-
HOCUTENbLHO PeKoe U No3aHEE OCNOXHEHNE MUKCOM
— NH(EKUMOHHBIM sHAoKapanT. CUMATOMbI amM6onnia
BO3HUKaT y 30—40% naumeHToB. [lockonbky 601b-
LWUMHCTBO MMKCOM flOKanua3yeTcs B NeBbIX oTAenax,
okono 50% ambonuin NponcxoanT B 9KCTpa- Unn H-
TpakpaHuasbHble apTepuun roNnoBHOro Mo3ra, a Tak-
X€ B COCYObl HMXKHMUX KOHEYHOCTEW, pEXe — B COCY-
Obl KNWEYHNKA, KOPOHApPHbIE U NOYEeYHbIE apTepUN.
Imbonnn Npn NpaBOCTOPOHHMX MUKCOMAaX OBbIYHO
6€CCMMMTOMHbI U MPUBOQSAT NULLb K BbISBASEMON WNH-
CTPYMEHTaNbLHO YMEPEHHOW NErOYHON rMNeEPTEH3UN.

YpecnuwesopHas 9xoKI nos3sonseT Bu3yanvsu-
poBaTb MUKCOMY, YTOYHUTL flOKanusauuio, pasme-
pbl, MOOBWXXHOCTb Y MECTO NPUKPENNIEHNS, OLEHUTb
HapyLeHUs BHYTpUCEPOeYHOW reMoguHamMuku. Jleve-
HUEe MUKCOMbI ceppua ToNMbKo Xxupypruyeckoe. MNpu
yCTaHOBMIEHNM OnarHo3a MUKCOMbI onepauns Oonx-
Ha NpOBOAUTLCS B CPOYHOM MOPSLKE, B YCNOBUAX
NCKYCCTBEHHOr0 KpoBoobpalyeHuns. Onyxonb ygans-
0T 06a3aTeNnbLHO BMECTE C HOXKOW, MEeCTOM ee MNpu-
KpenmneHns n oKpy>XXarwmuM HOXKY y4acTKOM cepa-
ua. ObpasoBaBwniica OEEKT YILIMBAETCH MK, €CNU
gedeKkT 60MbLWOoN, 3aKpbiBaeTCsa 3annaTomu.

Cpepnmn ocobeHHOCTEN CTPOEHNS cepaua n cocy-
[0B, (hopMupylowmnx gucnnactuyeckoe cepgue, H.
BepelarmHa (2008) oTmedaeT Hann4ne Muokapananb-
HbIX «MOCTUKOB» [2]. MnokapamanbHbIMK «MOCTUKa-
MU>» Ha3blBaeTCs aHoManus pacnonoxexms KA, npu
KOTOPOW COCYL YacCTMYHO NOKanusyeTcs B Tonwe Mu-
okappa, a He HernocpefcTBEHHO nofd anukapgom. Vc-
Nonb3yTCA Opyrne Ha3BaHUs aTOM aHOManun: HTpa-
MypanbHbIi xof KA, «Hbelpsitowas» KA. B pesynstate
cOoaBneHus nHTpamMypanbHbIx BeTBer KA MblleYHbI-
MU MyhTamMun («MOCTUKaMM») BOZHUKAET HapyLeHne
KOopoHapHoro kpoeoobpatieHusi. B Hopme KA pacro-
naratTcs cybanukapamanbHO N OKPYXXEHbl PbIXIION
COEOMHUTENBHOM TKaHbIO U XXMPOBOWN KNeT4aTKon anu-
Kapna, STum obecnevmBaeTcsi HENPEPbIBHOCTb KPOBO-
TOKa — 1 B guacTony, u B cuctony. Hanmuume moiweuy-
HbIX «MOCTUKOB>» acCOLMMPOBAHO CO CTEHOKapAMen,
WH(apKTOM M1OKapaa, Xenyao4ykoBoW Taxnkapamen,
a TaKxe ¢ BHe3anHow cepaeyHon CMepThbio.

Puck pasBuTusa aTMx COCTOSIHWIA onpegensieTcs
ONUHOM U TOMIMHOM 3TOr0 «MOCTUKa» U COOTBET-
CTBEHHO TSXKECTbIO cuctonnyeckon komnpeccumn KA.
Mpu 3HAYMTENBHOM «MOCTUKE>» Ha faHHOM ydacTke KA
MOXET MOSHOCTLIO MpeKpaLlaTLCa aHTepPOorpaaHbIii Kpo-
BOTOK B CUCTONNY M AaXXe BO3HVKAET peTporpanHbIn TOK
KPOBW, YTO NPOSABASETCS UILEMMUYECKON CUMNTOMATU-
KOW 1 MOXET CTaTb MPUYNHON BHE3aMnHON cmepTu. Uc-
TUHHas YacToTa BCTPEeHaeMOCTU MUOKapANaSIbHbIX «MO-
CTUKOB» HEU3BECTHA, MPUBOQATCS AaHHble oT 5 0o 87%
[7]. TemognHaMmn4YeCKn 3HaYNMblE MUOKapAManbHbIe
«MOCTUKM>» BO BPEMS KOpoHapoaHruorpadum obHapy-
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xusatotcs y 0,5-4,9% 6onbHbIX. [Mocne ncnons3osa-
HWNS1 NPOBOKALMOHHbIX TECTOB, YBEIMHYMBAIOLMX CUMY U
YCC, BbISIBNSIEMOCTb MbILLEYHBIX «MOCTMKOB>» MpW aH-
rmorpagumm moxet BodpacTatb 4o 40%.

BnusaHune aTon naTtonormm 0CO6eHHO 3HA4MMO Npu
(hnaunyeckon Harpyske, Korga AnnTenbHOCTbL AnacTo-
Nbl yKOpaymBaeTcs BcneacTeme taxukapgum. MNpak-
TUYECKME Bpaym OOSMKHbI NMOMHUTb, YTO nwemus, M,
BHe3arnHas ceppeyHasi cMepTb y eTer, NOgpPOCTKOB
1 MonofbIX Nofen o4eHb PeaKo BbI3bIBAKOTCS aTepoc-
KNepo3oM 1M TPOMB030M COCYLOB; 3a4acTyo MPUYNHONA
Takow naTonornv B A€TCKOM 1 IOHOM BO3pacTe CTaHo-
BATCS aHOManuu KA, B TOM 4ucne 1 ux uHTpamyparbs-
Hoe pacnonoxeHue [2].

Busyanuanpoartb MHTpamypanbHoe NpoxoxpaeHue
KA MO>XHO Npu1 NOMOLLM MHTPaKOPOHAPHOIO YNbLTPasBy-
KOBOIO [OMNMNNepOBCKOro ncecnegoBaHus, TpaHcTopa-
KanbHOW gonnnepaxokapguorpagumn, MarHUTHOpe3o-
HaHCHOW ToMorpacmun, MHOrOCIONHON KOMIMbIOTEPHOW
TOMOrpacmu, aNeKTPOHHONYYEBOW TOMOrpagmun 1 opy-
rMX COBPEMEHHbLIX METOAO0B MUccnegoBaHus. Takum
60nbHbLIM NOKasaHbl -agpeHobnokaTopbl UK aHTa-
FOHUCTbI KanbLums, NMbéo nx kombunHaums. B cnyya-
AX, pepakTepHbIX K (hapMmakoTepanuu, UCNonb3y-
€TCs YpeCKOXHOe KOpPOHapHOe BMelaTenbCTBO
(cTeHTMpOBaHMe aaHHoro cermeHTa KA) unm kopoHap-
HOe WyHTUpoBaHue. BoaMoXHO npoBefeHne MnoTo-
MUK (pacceveHne MnMokapamanbHOro «MocTUKa»).

Takum obpazom, [CT cepgua sBnsieTcs Npu4YnHoOn
WHBaNMOM3aLUMKU U CMEPTHOCTM MaLMEHTOB, HAXOOSLMX-
CS B Nepvoae HauBbICILEN PUINHECKON U NHTENNEKTY-
anbHoW aktneHocTw. Mpobnemsl, nopoxpaembie ACT,
3aTparveatoT 1 Kapauoxmpypruyeckyto KIMHUKY B CBS-
31 C BOBfEYEeHMEM B NaTONornyeckui npouecc cepney-
HO-COCYaMCTON cucTeMsl. [pyn 9TOM BCTpevaeTcs LWu-
POKWIA CNEKTP KapOMOBaCKYNSPHbIX HapyweHUin — oT
rpy6bIX CTPYKTYPHbIX, TAKUX KakK aHeBpU3Ma aopThbl C
aopTanbHOW HeJOCTaTO4HOCTHLIO MpK cuHapomax Mopda-
Ha 1 9nepca-[daHnoca, 0o 6onee yMepeHHbIX, HO Ype-
BaTbIX CEPLE3HBLIMU OCIIOXHEHUSAMU, TAKMX KakK nponarc
MUTPaNbLHOro U TPUKYCMAANLHOMO KrarnaHoBs, centnyec-
KWIA SHOOKapOWT, apuTMuW, apTepuanbHas rmnepTeH3ns.
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SOME FORMS OF CONNECTIVE CARDIAC TISSUE
DYSPLASIA IN CARDIOSURGICAL HOSPITAL

A.M. Karaskov, S.P. Mironenko, A.M. Cherniavsky,
N.N. Averko, S.l. Zheleznev, V.G. Stenin

The study focuses on up-to-date data relating to termi-
nology used in the case of connective cardiac tissue
dysplasia. Also described are structures of a «dysplastic»
heart and possibilities of surgical treatment of certain forms
of connective cardiac tissue dysplasia: progressive
myxomatosis degeneration of mitral cusps with hemody-
namically significant mitral regurgitation, detachment of
cords, aneurysm of the ascending aorta with aortal
insufficiency, heart myxoma, myocardial «bridges». Some
features of the follow-up of children who underwent surgery
on connective cardiac tissue dyspalsia are discussed.

Key words: connective cardiac tissue dysplasia, a dysplastic
heart, mitral regurgitation, detachment of cords, myxoma, aortal
aneurysm, myocardial «bridges», cardiosurgical intervention.





