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IIponamc murpansHoro kiamana (IIMK) ssisercs
pacIpoCTpaHEHHOW KJIaaHHOM ITaTOJOTHEN, a MHUKCO-
MaTo3Hasl IereHepalrs MUTpajbHOTo KiamaHa (MK) —
HauOoJyiee YacToOii TIPUUMHON TSKEJIOW MUTpaJIbHON
HepoctatouyHoct (MH), TpeOyiolieit Xupypruyeckoi
koppekiuuu [1]. Psga mociaegHux uccienoBaHUM yKasbl-
BalOT Ha OCHOBHYIO pOJIb TpaHC(HOPMUPYIONIero hakropa
poctra-B (TGF-B) B xauecTBe MeamaTopa MUKCOMATO3-
HbIX u3MeHeHwuit. [1pu noseimennn skcripeccuu TGF-J3,
KJIaIllaHHBIC WHTEPCTULMAIbHBIC KIICTKU IIPHOOPETAIOT
MIpU3HAKN aKTUBUPOBAHHBIX MUODUOPOOIACTOB, TIPOJIH-
dbepupyloT U NMPOXYLUMPYIOT IOBBIIICHHOE KOJHMYECTBO
MIPOTEOTIMKAHOB M METAJUIONPOTea3, YTO IIPUBOIUT
K PeMOIIEIMPOBAHUIO KOJUIATCHA W SJIACTUYHBIX BOJIOKOH
B ¢pubpo3HoM citoe ctBopok MK [2, 3].

Mpb1 nipeacrasisieM ciaydait nepsuuHoro ITMK B aByx
ITOKOJICHUSX OTHOM CEMBH, C OLICHKOI aKTMBHOCTH TKa-
HeBoro u uupkymupyomero TGF-.

IMamuent 3., 1949 roga poxxaenus. B 10-neTHeM BO3-
pacTe IT0 TaHHBIM ayCKYJIbTallMU U (poHOKapIuorpaduu
onputa BEIIBIIcHAa MH. B 19941, B Bo3pacTe 45 Jet, mipu
sXoKapamorpadmum — MHUKCOMATO3HAs IeTeHepalus,
npodianc 3agHei cteopku MK, MH III crenenu, yBenu-
yenue JIK (koHeuHblii quacronnueckuii pasmep (KIP)
64 MM). OgHAaKO MalueHT ObUT GECCUMIITOMEH U OT XU-
pyprudeckoro jedeHus orkaszaics. C 1995r ormeuan mo-
BBIIIICHUE apTepranbHoro mapiaeHus (AJ) mo 180/100 MM
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PT.CT., TIO TIOBOMY Y€TO ITOTyJaJI TepaIIiuio aHTaTOHUCTAMU
KabLys (Beparmamui 40 MT) 1 MTHTHOMTOpaMM aHTHOTEH-
suHNpeBpamaoiero depmenra (MAIID) (akKyrmpo
10 mr). B 2000r mpu sxokapmmorpadpum: KJIP 70 mm,
(dpaxums BeiOpoca 68%. OTMETUI MMOSIBIEHUE YTOMIISIE-
MOCTH TIpH (U3WYECKONM Harpy3ke, majl CoIJlacue
Ha XHPYprudecKoe BMEIIATeIbCTBO. [Ipy BHIIIOMHECHUHT
KopoHaporpauy JIOKAIbHBIX CTEHO30B BBISBICHO
He ObIT0. B cenTsa6pe 2000r BBIMONHEHA Oomepalus —
IUTacTHKa 3amHeid cTBOpKM MK M MMITIaHTamums KOJblia
Carpentier-Edwards 32 (puc. 1).

[MTaToMopdorormaeckoe WCCICAOBAHUE PE3CIMPO-
BaHHOTO YJacTKa CTBOPKM BEISIBIJIO €T0 HEpaBHOMEPHOE
yTONIIEeHWE, CTYTHEBUOHYI0 KOHCHCTeHIHMO. [lpu
MHUKPOCKOIINM BHISIBJICHO IIOBEIIICHHOE COICPKAHUE
mmodubpodaactoB (95 B mose 3peHus). KommdaectBo
TGF-B, u TGF-B, mo3uTHBHEIX KJIETOK OBIIO TTOBBIIIECHO
u coctaBuiio 33 u 38%, cooTBeTCTBeHHO (pucC. 2).

3a Bce BpeMsI IOCJICOIEPALIMOHHOTO HAOIIOICHUS
MH ocraBanace mnpukiaanaHHoi. Ilojsydan Ttepanuio:
sHananpui 10 mr, 6ucomposon 2,5 mr. B 2009r 3aperu-
CTPUPOBAH TAPOKCU3M ITOIMMOP(PHON KETYITOUYKOBOMU
TaxuKapauu (puc. 3), Mo MOBOAY YeTO IOJydal aMHOoIa-
pon 200 mr. C 2011 sHamanpui ObUT 3aMeHEH Ha J103ap-
TaH 25 ML

B 2012r, Ha ¢oHe mpuemMa OJI0KaTOpa PELENTOPOB
K aHruoteHsuHy II (BPA), ypoBHU CBIBOPOTOYHOTO
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Puc. 1. 9xokapavorpamma, napactepHaibHOe ce4eHve no KopoTkoi ocu. Cnpaea — onopHoe konbuo MK, cnesa — woB 3agHelt ctBopku MK (cTpenka).

TGF bl Lo ey

> i ;,ﬁ.
- i . o '_".
: fe %
= R ]
- - 'I.L-ﬂ_ i ~
- - -
= m
B S 2SS 10 um
TGF b2 o
=) : e
-
L r -
- N
L ’ o5 -
' -
" A 10 um

Puc. 2. MUKpocKonu4eckoe VMCCefoBaHNE PE3eLMPOBaHHBIX Y4aCTKOB CTBOPOK
MK. Munodubpobnactsl, skcnpeccupyiowme TGF-B, (ssepxy) n TGF-B, (BHuay).

TGF-B Obun B Hopme u coctapuin: TGF-B — 6,912
Hr/mi (Hopma <14,75 ur/min), TGF-B, — 1,132 Hr/mn
(zHopmMma <2,0 Hr/mi).

CpiH naumeHTa 3.,1989 roma poxxaeHus, CUOJIUHTOB
HeT. O mpomanice MK m3BecTHO ¢ 4-JI€THETO BO3pacTa.
C 10 nmer BmisBisieTcss ymMepeHHas MH. B Hactosimee
BpeMsI OeCCUMIITOMEH, OMHAKO OTMEUYaeTCs JTaOMILHOCTD
AJl. C 2007t mpuHIMaeT 0eTa-0I0KaTOPHI (METOIIPOJION
37,5 mr) n uAII® (akkympo 10 mr).

B 2012r 6wi1 ompenenen ypoBeHb TGF-f B chiBo-
potke kpoBu. TGF-B GbL1 MOBBILICH M COCTABUI 19,566
HT/MJI, TGF—B2 — B 1ipenenax HopMel — 0,423 HT/MIL.

B nacrostmee Bpems nipu DxoKI BeISIBIISIETCSI MUKCO-
MAaTO3HBII IIpoarnc obenx cTBopok MK (puc. 4), yme-
peHHas MH, akkyIipo 3aMeHeH Ha JJ03apTaH 25 ML

Teuenune MukcomaTozHoro I[IMK 3auactyio ocinoxHs -
ercs pazsutueM MH, TpeGyrolieil Xupypruueckoro BMe-
IIaTeJIbCTBA, W KCIYTOYKOBBIMU HAPYIICHUSIMHA PUTMA.
Haxe panHee BoisgBieHue [IMK B merckoMm Bospacte
HEe IIO3BOJISIET IIPEIOTBPATUTh pPa3BUTHE YKa3aHHBIX
OCJIOXKHECHMI, B CBSI3M C HACJICACTBEHHBIM XapaKTepOM
IIMK 1 oTcyTCcTBMEM BO3MOXXHOCTH MAaTOr€HETUYECKOM
TepaInm.

Puc. 3. HeycTon4mMBbIi Napokcn3m nonnmmMopdHoON Xenyao4KoBOM Taxmkapanm ¢ YacTOTOV CepAeYHbIX cokpaLternit 115 ya./1 muH.
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B nocnenHee BpeMsi 00CyxXaaeTcsl epCneKTUBHOCTD
niogasienust aktuBHoctu TGF-B ipu [IMK. B psne in
Vitro W in vivo UcclieNoBaHUI ObLIO MOKa3aHO YCUJIEHUE
nponykiimn TGF-f MuodubpobractamMmu u Kapauaib-
HbIMU (pUOpobIacTAMM IO BIUSIHUEM aHTuoTeH3uHa 11
[4]. CootBerctBeHHO, MAII® m BPA Moryr cHmXarth
akcrpeccuto TGF-B u mpensiTcTBOBaTh €ro OCHOBHBIM
sappexTam [5].

Tepanusg uAII® unu BPA panee He mpuMeHsIach
y naueHToB ¢ [IMK, omHako B pabote Geirsson A, et al.
ObLTIO MoKa3aHO MHruoupoBanue BPA mpomykuuu skc-
TpaleUTIONSIPHOTO MaTpukca, nHayupoBanHoit TGF-p,
B KYyJIbTypE€ MHTEPCTULUAIbHBIX KJIETOK, MOJIYyYEeHHON
y nauueHToB ¢ MukcoMaTo3HeiM IIMK, moaBeprmmxcst
miactuke MK, 4To OTKpBIBAET MEePCIEKTUBBI MPUMEHE-
HUS 3TUX TPYIN IpernapaToB sl 3aMeIJIEHUsT Tporpec-
CUpOBaHUSI MUKCcoMaTo3a [3].
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