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POJ1b HACJIEACTBEHHbIX MEXAHU3MOB B BOSHUKHOBEHWUWU CKJTIEPO-AEFEHEPATUBHbIX

NOPAXXEHUIA AOPTAJIbHOIO KJIAMAHA

Mapderosa H. H.1’2, XacaHosa C. . 1’2, MwuTtpodarosa J1. 5.2, Oy6osakE. B.2, 3eMLOoBCKMin 3. B."?

Lienb. BbiSiBUTb pOfb HACNELCTBEHHBIX MEXAHU3MOB B BO3HUKHOBEHWM CKIEPO-
[lereHepaTVBHbIX NOPAXEHUI a0PTaNIbHOMO Kianaxa.

Martepuan un metoppl. KnuHnyeckoe, deHotunuyeckoe 1 9xoKr — o6cnefoBaqme
180 nnu, 3penoro 1 Noxunoro Bodpacta (cpeaHuii sodpact — 63,819 net; m — 102,
X - 78,); 86 13 HUX C KanbUMbULMPYIOLMM aopTaibHBIM CTEHO30M, B TOM YuChe —
55 nocne nNpoTe3npOBaHKs aopTanbHOrO KnanaHa, 61 4enoBek — KOHTPObHas
rpynna. AuarHocTtuka LCu® npoBoannack CoOrnacHo POCCMIACKMM HaLMOHAbHLIM
pekomeraaumam no HHCT (2009). MposeneHo ructonornyeckoe, Mopdonoruye-
CKOE 1 UMMMYHOTMCTOXMMUYECKOE UCCefoBaHue ¢ aHTuTenamm k TGF-[3 ynaneH-
HbIX K/1anaHoB.

PeaynbTathl. MapbaHouaHas BHELHOCTb ABNSETCA OAHUM M3 Hanbonee pacnpo-
CTPaHEHHbIX AucnnacTnieckux ¢eHoTunos. Yem 6osblie KOCTHLIX MPU3HaKOB
[UCNNa3un COEAMHUTENbHOW TKaHW, TeM GOonbliue CTENeHb BbIPAXEHHOCTW aop-
TaNbHOrO CTeHo3a. MeseHxumanbHas aucnnasus Bctpevaetcs B 36% cnyyaes
KPUTWMYECKOrO aopTanbHOro CTeHo3a. B GOMbLIMHCTBE yAaneHHbIX aopTasibHbIX
KnanaHoB oGHapyxeHa akcnpeccws aHtureHa TGF-f.

3aknioyeHme. BbiSBNEHHAs B3aMMOCBS3b MexXay MapdaHOMOHON BHELHOCTbIO
N KanbUMOUUMPYLLIMM aopTasibHbIM CTEHO30M AaeT BO3MOXHOCTb Mpeanonaratb
Hanm4ne reHeTM4eckn 06yCNOBNEHHO CBA3M MEXAY HUMU 1 pacCMaTpuBaTh 3TOT
$EeHOTMN Kak BEPOSITHBIA NPeaykTop 0ObI3BECTBNEHMS A0PTAILHOMO KanaHa.
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KnioueBble cnoBa: HaCNeACTBEHHbIE HAPYLWIEHUS COEAVNHUTENLHOM TKaHu, Map-
$aHomnaHas BHELWHOCTb, KanbLMOULMPYIOLLMIA a0pTasbHbIA CTEHO3.

3aMeHa aopTaJIbHOTO KJIaraHa IO MOBOLY KPUTHUYE-
CKOTO KaJbIIM(DUILIMPYIOLIETO aopTallbHOrO CTeHOo3a
(KAC) ceromHs siBisieTcsl 0OIYHOM XMPYPrUYECKOM OIe-
pauueit. KAC xapakrtepusyeTcsl IJIMTEIbHBIM Oec-
CUMIITOMHBIM TE€YEHUEM U OBICTPbIM MPOrpeccupoBa-
HUEM TToc/Iie MaHU(eCTalNU KIMHUIECKUX TTPOSIBICHUIA.
B nepeuHe n3BeCTHBIX (paKTOPOB prcKa BOZHUKHOBEHUS
KAC HacneacTBeHHbIE HapylIeHUsI COeAMHUTEbHON
tkanu (HHCT) npakruyecku He yrmomuHawTcs. Bmecre
C TeM, JIuTepaTypHble JaHHbIE O POJIU TPaHCHOPMUPYIO-
mero dakropa pocra 6era (TGF-f) B pasButum cuH-
npoMa MapdaHa, xapaKTepU3yIOIIerocs Kak MaTojJoTuei
BOCXOJISIIIIETO OTAea A0OPThl, TAK U CKEJETHBIMU Hapylle-
HUSIMU, 1al0T OCHOBaHUE AyMaTh O CYyIlleCTBOBAaHUU B3a-
MMOCBSI3U MEXJY HEKOTOPbIMU HACJIEACTBEHHBIMU CUH-
npomamu u KAC [1, 2]. HenaBHue ucciaenoBaHus Kiv-
HUYECKOU 3HAUMMOCTU Map(aHOUIHON BHEIIHOCTU KakK
¢eHOTHUMNA MO3BOJIUIN BBISIBUTH €r0 POJb B UBMEHEHUU
XapakKTepa BereTaTUBHOI peryysiliuyd puTMa cepaua y Juil
MOJIOIOrO BO3pacTa U B pa3BUTUM apUTMMYECKOTO CHH-
npoMma y narmeHToB ¢ UBC [3—5]. BsaumocBsi3b ckener-
HbIX TPU3HAKOB IU3dMOpUOreHe3a U Map(haHOUAHON
BHEIIIHOCTU KaK OJHOTO U3 NUCIUIACTUYECKUX (HeHOTHU-
MOB CO CKJIEPO-JereHepaTUBHBIMU MTOPAKEHUSIMU a0PThI
(CAITA) eme He m3yyeHa. He paccmaTpuBaics Takke
M BKJIaJ Me3eHXuMmajibHOW aucriazuu (M]1), Kkoropyio
MPUHSTO OILIEHWBATh Kak MOP(OJOTUIECKOe TONTBEP-

' reOY BMO CaHkT-lNeTepbyprekuii rocyaapCTBEHHLI Neamatpudeckuii Meaw-
umHekuid YHnsepcutet M3 n CP Pd);2 I'BY ®enepanbHblil LEHTP cepaLua, Kposu
1 aHpokpuHonorum um. B.A. Anmazosa M3 1 CP P®, CankT-MeTepbypr, Poccus.

Mapderosa H.H.* — Bea. H. coTpyaHuk HWJT coeanHUTENBHOTKAHHBIX AnCnnasui,
[OUEHT Kadeapbl NponefeBTUKM BHYTPEHHUX 6onesHelt ¢ Kypcom yxoaa 3a Tepa-
neBTUYeCkMM 60mbHbIM, XacaHosa C. WM. - cT.H. coTpyaHuk HUJ1 coepmHuTensHo-
TKaHHbIX AMCNNasuii, acCUCTEHT kadeapbl NPoneaeBTUKN BHYTPEHHUX GoneaHeit
C KypcoM yxopa 3a TepanesTuyeckum 60nbHbIM, MuTpodaHosa J1.B. - 3aB. HUJ
mMopcdonorun, Ly6oBaE.B.— Mn.H. cotpynHuk HWJT coeamHUTEeNnbHOTKaHHbIX
avennasuii, 3emuoBckuii 3. B. - 4. M.H., npodeccop, 3aBeaytowmii nabopaTtopuei
COEAMHUTENbHOTKAHHBIX AMChnasunii, 3aB. kadenpoi NponeseBTUK BHYTPEHHUX
6onesHeit.

*ABTOp, OTBETCTBEHHbI 3a nepenucky (Corresponding author):
5403991@mail.ru

TGF-B (Trd-6eTa) — TpaHchopmupyioLmit paktop pocta B, ACud - gucnnactu-
yeckune cuHapombl 1 deHoTUunbl, KAC - kanbumduumpyioLwmii aopTanbHblil CTEHO3,
MB - mapdaHougHas BHewHocTb, M, — me3eHxumanbHas aucnnadus, HHCT -
HacneacTBeHHbIe HapyLLIeHUsl coefnMHMTENbHOM TkaHu, CAMA - cknepo-aereHepa-
TVBHbIE MOPAXEHNS a0PTANBLHOrO KnanaHa.

Pykonuck nonyyeHa 08.12.2012
MpuHsTa k nyénunkauum 09.01.2013

xaeHue HHCT, B popMupoBaHue CKiiepo-aereHepaTuB-
HbBIX MOpaKeHUI a0PTAJIbHOTO KJlaraHa.

IIpu HekoToprix HHCT, conpoBoxnarmoimmxcst u3me-
HEHUSIMU B KOCTHOM U CepAEYHO-COCYIUCTON CUCTEMAX,
00Hapy>XeHbl MyTallMU TEHOB PELIENTOPOB TPaHCHOPMU-
pytoiero ¢aktopa pocta 6era (TGF-f). Kak usBectHo,
TGF-B unayuupyeT anornrto3 raJKOMbIIIEUHbIX KJIETOK
U crIocoOCTBYeT TpaHchopmanuu ¢hburudpobd1acToB B MUO-
¢uodpobaactel. [1pu 3TOM NOBbBIIIAETCS AKTUBHOCTh MaT-
PUKCHBIX METAJNIONPOTENHA3 U AeTpajalvs BHEKJIETOY-
Horo matpukca [1]. B goctynHoii iutepatype UMeEIoTCs
MyoMKaluK, TOCBsIIeHHbIe ucciaenoBaHusiM TGF-B
B KyJIBTYpax KJIETOK in vitro [6], B TO BpeMs KaK pabOTHI,
nocesieHHble udyyenuto TGF-f3 B aopTaipbHOM KiianaHe
MpU HATMYUU KaTbLIUGUIMPYIOIIETO CTeHO3a MpaKTUye-
CKHU OTCYTCTBYIOT. Icx0/1s1 U3 CKa3aHHOTO, LIEJbI0 pabOThI
CTajJ0 BBIABJICHUE BO3MOXHON pPOJU HACIEACTBEHHBIX
MEXaHM3MOB B BO3HUKHOBEHMU CKJIEpO-IereHepaTuB-
HbBIX MOpaKeHUIT a0PTAJILHOTO KJ1araHa.

MaTtepuan n metopapl
HccnenoBanue mpoBoanioch B Ba otara. Ha nmepsom
arare 6610 00cenoBaHo 180 maiueHToB (102 My>XXIUHBI
u 78 XeHIIKMH) B Bo3pacTe oT 42 1o 83 yseT. B ocHOBHYIO
rpynmy 0bu10 BKIoyeHo 119 mauueHTOB (CpeaHuii BO3-
pact — 62,6%8,6 ner), cpenn Kotopbeix 86 mmenn KAC
(cpemnmii Bospact — 63,4%9,0 ner), a y 33 maumeHTOB
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OPUIMMHAJIBHBIE CTATbU

OCHOBHO¥ rpynmbl (59,717,5 ner) npu dxoKTI-uccneno-
BaHuU BbIIBIsUMCHE CJIITA (7T0oKanmbHBIE YIUIOTHEHUS
1 HaJIU4Me aKyCTUYECKOU TeHU OT aOpPTaJbHbIX MOJYITy-
HUil 0e3 yBeJMYeHUsT CKOPOCTU TpaHCAOPTAJIbHOTO
notoka). KontponbHyio rpymiy 1 cocraBuiu 61 dyenoBek
(cpemnmii BospacTt — 61,3+7,6 ner) 0e3 KIMHUYECKMX
u OxoKI-npusznakos KAC. [TpoBoausioch KiMHUYE-
ckoe, ¢eHorunuueckoe u IOxoKI-obciaemoBaHue
o ctaHgapTHoi metoauke. JAuarnocruka JICu®d nposo-
JIUJ1ach B COOTBETCTBUM ¢ Poccuiickumu pekoMeHaauu-
amu mo HHCT (2009) [7]. MB nuarHoctupoBaiach npu
BBISIBJIEHUMM B Tpolecce (PeHOTUIMMUYECKOro oocienoBa-
HUS 3 1 00Jiee MaJIbIX CKEJIETHBIX (KOCTHBIX) MPU3HAKOB,
MepeYrCIEHHBIX B TEPECMOTPEHHBIX [@HTCKUX KpuUTe-
pUSIX IMAarHOCTUKU cuHApoMa Mapdana [8].

IIMK, sBeisiBieHHbIE Tipy OxoKI'-obcnemoBaHum,
JNMaTHOCTUPOBAJICS HA OCHOBAHWM MPU3HAKOB MPosiadu-
pPOBaHUS OTHOM MM 00EUX CTBOPOK MUTPATBHOTO KJa-
naHa 6oJiee YeM Ha 2 MM 32 YPOBEHb MUTPATHLHOTO KOJIbIIa
B TapacTepHaJbHOW MpoAoJbHON mo3unuu [9].
W3 86 maumenToB ¢ KAC y 55 6bIJ10 BBIMTOJHEHO MPOTE-
3UpOBaHUE AOPTAJIBHOrO KJjaraHa ¢ TIOCIeayIolIUM
TUCTOJIOTUYECKUM UCCAEIOBAHUEM YIATEHHBIX a0PTaJlb-
HBIX TIOJTYJTyHUI. 3aMOPOXKEHHBIE CPE3bl 3aCIIOHOK OKpa-
muBanuchk cynaHom IlI, mapadpruHoBbIe — reMaTOKCUIM-
HOM M 303MHOM, TOJIYUAMHOBBIM CMHUM 1o BaH [u3ony
C JIOKpallBaHUEM 3JIACTUYECKUX BOJOKOH (PyKCETMHOM
no Beiirepty u 6e3 Hero, KOHro KpacHbIM € MOCJIEAYIO-
el noJsipu3allMOHHON MUKpocKonuei. s uMMyHO-
TUCTOXUMUYECKOTO MCCIEAOBAHUS MCIOJb30BAINCH
aHTUTeNIa K - U - JIETKUM LieTisaM, AA-amuouay hupMbl
DAKO u x nipeanboymuny ¢pupmbl Millipore.

Ha BTopom sTane Ob1710 MPOBEIEHO UMMMYHOTMCTO-
XUMuuyeckoe uccienoBaHue 20 yaaaeHHbIX aopTalbHbIX
kinamaHoB ¢ anTutenamu K TGF- (dupma Novocastra),
n3 Hux 10 ciyyaeB — KAC u 10 — uH(MEKLIMOHHBII SHI0-
KapauT (KOHTpOJIbHas rpymnmna 2).

CratucTvKa: BCe€ JaHHble TMpPeACTaBlIeHbl Kak
cpenHeetcTaHAapTHOE OTKJIOHEHUE. 3HAYMMOCTD pas3jiu-
YUi MEXIy KOJTUYECTBEHHBIMU MPU3HAKAMM OMpPeaeIs-
Jlach ipu oMoty t-kputepusi CTblofeHTa, MeXIy Kaue-
CTBEHHBIMM MPU3HAKAMU — MPU MOMOIIM HerapaMeTpu-
yeckKux MeTonoB (Kpurepuii ManHa-YutHu, p<0,05).
Paznuuusa Mexnay rpynnamu 1o 4acToTe M3y4aeMoro
npu3HaKa ornpezaesuiachk 1o merony y -~ CratucTuueckas
00paboTKa JaHHBIX Obl1a BBITIOJIHEHA MPU TOMOLIM MTPO-
rpaMmmbl Statistica 6.0 (StatSoft, Inc., CIIIA).

Pe3ynbratbl

ITpoBeneHHOE COIOCTaBJ€HUE YacTOThl BbISIBJICHMUS
OT/IeJIbHBIX CKEJIETHBIX NMpU3HaKoB U MB B cdopmupo-
BaHHBIX TPYINax MOKa3ajlo, YTO CPEAU JIULL CO CKIIEPO-
JlereHepaTMBHBIMU MOPaKeHUSIMU a0PTaJbHOTO KJlaraHa
JIOCTOBEPHO 4Yallle BbISIBJSUIMCh TakKWe MPU3HAKM Kak
YIJIMHEHUE KOCTel ckeseTa (I0IMXOCTEHOMENHS), apax-
HOJAKTWJIMSI, BOPOHKOOOpasHasi WJAM KUJIeBUAHAS

nedopMalvuy rpyIHON KJIETKW, CKOJIMOTAYEeCcKast necdop-
Malysl TTO3BOHOYHMKA U TIockocrornue. MB BbIsBIISI-
nack cpeau ui co CITTA B 3 pasa yalle, YeM CpeIu JIULL
rpynmbl KoHTposst (16,9% wu 4,9%, cOOTBETCTBEHHO,
p<0,05), a cpenu nauueHtoB ¢ KAC B 4 pa3za yaiiie, 4yeM
B KOHTPOJIbHOM Tpyrie (26,4 u 6,5% COOTBETCTBEHHO,
p<0,001). ITo nanHbM Dx0KIT, y maiimeHToB ¢ HauOOJb-
IIIMM YMCJIOM KOCTHBIX TPU3HAKOB MaKCUMaJIbHBIN TpaH-
CaopTaJbHBI TPaaUEHT OKa3aliCsl JOCTOBEPHO BHIIIIE,
yeM B TpyOIle ¢ MHHUMaJIbHBIM HWX YHUCIOM
(73,7£43,7 n 50,5+34,2 MM pT.CT., COOTBETCTBEHHO,
p<0,01). ITonyyeHHBIE TaHHBIE CO BCEl OYEBUIHOCTHIO
JIEMOHCTPUPYIOT B3aUMOCBSI3b MEXIy CKEJIETHBIMU TPH-
3HaKaMu, KOTOpbI€ TIPUHATO acCOLIMUPOBATh C CUHAPO-
MoM MapdaHa, U psIIOM POACTBEHHBIX €My Haclled-
CTBEHHBIX CUHIPOMOB, ¢ oaHO# crtopoHbl, 1 CIAIIA —
C JIPYTOiA.

Hamee MBI MONBITATUCH YCTAHOBUTH B3aUMOCBSI3b
Mexny MapdaHOUAHON BHEITHOCThIO U Dx0KI'-mokaza-
TEJISIMU, XapaKTePHU3YIOIIUMU MOP(OJIOTHUIO M DYHKIIUIO
cepaua. Bece maunentsl ¢ KAC ObLIM pa3mesieHbl Ha IBe
rpyrnbsl — 6e3 MB u ¢ MB. Okazanoce, 4To B Tpyrie
nanyeHToB ¢ MB uMmenu mecto 0osiee BHICOKHIT MaKCu-
MaJIbHBI TpaHCAOpPTaJbHBIA TPAAUEHT JABJIECHUS
(73,7143,7 vs 50,5+34,2 mMm pr.cT., p<0,01), GonbIImMii
pa3mep aopThl Ha ypoBHe cuHycoB (37,9%4,3 vs
35,4%3,4 mm, p<0,01), GonblInii pa3mep JEBOTO Mpei-
cepaus (45,3%£5,0 vs 43,6£4,6 mMm, p<0,01) u Gosblias
TOJIIMHA MHUOKapaa MeXKeTyIOYKOBOW Teperopoaku
(MXKIT) u 3amneit cteHku (3C) neBoro kenayaouka
(M2KIT — 14,3%£3,1 vs 13,8+£2,0 mm; 3C — 12,542,6 vs
11,1£1,5 MM, p<0,01).

Ilpu ¢eHoTunMUeckoM 0OCIenOBaHUU OOJBHBIX,
OTIEPUPOBAHHBIX 10 ToBoAy Kputmdyeckoro KAC, yma-
JIOCh OOHAPYKUTh, UTO TALIMEHTHI C TIPU3HAKaAMU ME3eH-
xuMajbHoOi aucruiazuu (MJI) yaaaeHHBIX aopTajabHBIX
MTOJIYJIYHUIT WMeIn OOoJbllee KOJTUICCTBO CKEJETHBIX
MMPU3HAKOB, YeM ITallMeHTHI, HEe WMMEBIINE TaKOBBIX
(3,8+0,6 vs 2,8+1,0 mpusnakos, p<0,01). TouyHo Takxke
y MaluMEeHTOB ¢ MpudHakaMu MJI CTBOPOK ObLIM BbISIB-
JIEHBI T€ WM MHBIE JUCIUTacTudeckue peHotumnsl B 77,8%
cily4yaeB, B TO BpeMsi Kak y jimil 6e3 M/ — nuib B 18,8%
ciyyaeB, p<005).

Mopdoornueckoe MCclieIOBaHNE CTBOPOK aopTallb-
HOTO KJIalmaHa y TallMeHTOB, UMEIOuX Mpu3Haku M/,
MOKa3aJio, YTO Y TOCIETHUX CPEIHSS IJTMHA a0PTaTbHBIX
MOJIyJIyHU I Obl1a TOCTOBEPHO 00JIbIIIE, YEM Y MAllUEHTOB
6e3 mpusHakoB M1 (2,9£0,2 vs 2,0+0,5 cm, p<0,01). MJT,
CTBOPOK a0pTaJIBHOTO KJjlarlaHa, KOTopasi, KaK NU3BECTHO,
COITYTCTBYET HACJICACTBEHHBIM TIOPaXEHUSIM KiamaH-
Horo anmnapara [10—12], BersiBuniace B 36% cayuaes. [Ipu
TMCTOJIOTMYECKOM HCCAeA0BaHUM B yyacTkKax ¢ MJI pac-
MoJIaraJINCh II0X0 OuddepeHINpyeMble ME3eHXUMaTb-
HBIe KJIETKW, OBUIM BUIHBI (DparMeHTAIMs, pacIieriie-
HHUE, CHOUpaau3amlus, IUCCOIMAIMS KOJUIareHOBBIX
U BJIACTUYECKUX BOJIOKOH C WX SIBHBIM Je(PUIIUTOM.
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Bo Bcex ciryyasix B cyO3HIOTETMATHFHOM OTIeNe U Ha Tpa-
HUIIE pars spongiosa — pars fibrosa, a TakKe Mo Kpato
KaJIBLINHATOB BBISIBISUIMCH JETIO3UTHI aMIIOUAa, KOTO-
pble OKPAIINBAJINCh KOHIO KPACHBIM B OpaHXEeBO-Kpac-
HBII [IBET M JaBaJIN SI0JIOYHO-3€JICHOC CBCUCHUE B TTOJISI-
pM30BaHHOM cBeTe. JIeMmO3UTHl OBUIM PE3MCTCHTHBI
K TIpeBapuUTEIbHOM 00pabOTKe TepMaHTaHATOM KaJIwsl.
[Tpy UMMYHOTUCTOXMMUYECKOM HCCAENOBAHUU C aHTH-
TeaaMu K AA-aMUJIOUIY, - U -JIETKUM LIETISIM, K TIpeajib-
OYMUHY 3KCIIPECCHH 3TUX aHTUTEHOB BBISIBJICHO HE OBLIO.
Kpowme Toro, Bo Bcex ciydasix BBISIBJICHBI IIPU3HAKM aTe-
POCKJIepo3a B BUIE TICHUCTHIX KJIETOK, OTIOXKCHUM JINTIN -
JIOB 1/WJIW KPUCTAJIOB XOJieCTeprHA. XpsIleBas MeTa-
TJ1a3Us BhISIBJICHA B IBYX KjanaHaxX, B OMHOM M3 HUX OHA
COITPOBOKIAIACh KOCTHOM MeTaruia3ueii.

Ha BTOpOoM 3Tarie 6bI10 TIPOBEACHO MMMYHOTHCTOXH -
MHMUYECKOE MCCIIeIOBaHNE CTBOPOK aOpTaJbHBIX Kiama-
HOB. AHaJIM3 pe3y/bTaToOB MoKa3zal, uto B 8 u3 10 ciayyaen
KAC obnHapyxkeHa okcrnpeccusi aHtureHa TGF-f3
Ha 2—8% (pubpobIacTOB, B TO BpeMsI KaK B IPYIIIIE CPaB-
HeHMst (MHGEKLUMOHHBII 3HOOKAPIUT) BSKCIPECcCUs
antureHa TGF-f BoisiBisiach Tosibko B 3 u3 10 ciyyaes
B TAaKOM K€ KoJmdecTBe (huopo01acToB.

OGcyxaeHue

Cpenu UL Co CKJIepOo-IereHepaTUBHBIMU MOPaXKeH -
SIMM aopTajbHOro kianaHa MB BctpevaeTcst B Tpu pasza
yalle, YeM B KOHTPOJIbHOM rpyrie. CpaBHEHUE YaCTOThI
BBISIBJIEHUS] MpU3HAKOB M B B rpyrnax ¢ pa3an4yHoi cre-
neHbio BeipakeHHOCTH KAC, mo nanusiM OxoKI, moka-
3aJ10, YTO Yy TALIMEHTOB C BBbIPAXXEHHBIMU MpPU3HAKAMU
KAC MB BrisiBiIsIETCSI JOCTOBEPHO Yallle, YeM CPEIu JIULL
¢ nerkum KAC. Bce ckazaHHOe AaeT OCHOBaHUE paccMa-
TpUBATh 3TOT (PEHOTUIT KaK TpeaukTop pa3putust CATTA
u KAC.

IToxka ele HET OTBeTa Ha BOMPOC, SIBJSETCS JIU MUK~
COMAaTo3 aopTajlibHOTO KJjamaHa CcaMOCTOSITeIbHOMI
HacJIeICTBEHHOUW MaTojJorueii COeaMHUTENbHOM TKaHU
WJIX OH Pa3BUBAeTCsl B pe3yJibTaTe BHELIHUX BO3JEHCT-
Buii. C omHO#t cTOpOHBI, HecOMHeHHas cBs3b CIITA
¢ MB noareepxknaioT HACAEACTBEHHYIO MPUPOIY BbISIB-
JileHHOro Mukcomarosa. OO 3TOM K€ KOCBEHHO CBUIE-
TeabCcTBYeT BaxHas pojib TGF-B B pasBUTUM CIIOHTaH-
HOTo MMKcoMaTo3a MUTpajibHOro kianaHa [13]. C npy-
TOU CTOPOHBI, ECTb TAHHBIE O POJIM BUPYCHOI MH(EKIIUU
B pa3BUTMU MUKCOMATO3HBIX W3MEHEHUI aopTabHBIX
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nonynyHuii [11]. OdeBumHO, 4YTO WIS PEIIEHUS 3TUX
BOITPOCOB HEOOXOIMUMBI NATbHEHIITNE UCCIEIOBAHNS.
OnpeneneHHyto poib B pasputuu CJIITA, mo-Buam-
Momy, urpaeT TGF-f u myTauuu, BbIsIBIEHHbIE B TEHAX €r0
peuentopoB [2]. UszeectHO, yto TGF- mnpencrasnsger
co0oli 0esIoK, KOTOPbIi KOHTPOJIUPYET MpoJudepaliuio,
KJIETOUHYI0 TUhGEPEHIIUPOBKY, alloNTO3 U Apyrue (PyHK-
IIUY B OOJIBIIMHCTBE KJIETOK, yIaCTBYeT HE TOJIBKO B MOP-
(boreHeze KOCTHOI TKaHM, Mpolieccax BOCCTAHOBJIEHUS
U pereHepalu KOCTH, HO U B Pa3BUTUU COETUHUTEbHO-
TKaHHOTO Kapkaca cepaua v aoptel. [IpucyrcrBue TGF-3
00HaApy>XE€HO B CTBOPKAaX AOPTAJbHOIO KjamaHa Mpu MX
HepeBMaTnueckoM mopaxennu. TGF-f§ cmocobcTByeT
OOBI3BECTBJIICHUIO KJIETOK WHTEPCTULUU aA0PTATbHOTO
KJlamaHa IOCPEICTBOM ITOBBIIIEHUsI YPOBHSI LIEJIOYHOM
(ocdaraspl, UTO CBSI3aHO € ANMONTO30M U TOBBILIEHUEM
YPOBHSI MaTPUKCHBIX MeTajlonporenHa3. Takum obOpa-
30M, MOXHO TIOJIlaraTh, YTO MEPBUYHBIMUA WHIYKTOPaAMU
nuddepeHITMpoBKU MUODUOPOOIACTOB B CTBOPKAX aop-
tanbHoro kiamaHa npu KAC gBisiioTcs MexaHU4ecKoe
Hanpskenne U TGF-B. TGF-B1 cnocobctByeT 0O0bI3-
BECTBJIEHUIO MHTEPCTULIMAIBHBIX KIJIETOK B aOpTaJbHbIX
ctBopKax [6]. IToaydeHHbIE HAMM JaHHBIE 00 SKCIIPECCUU
antureHa TGF- B ¢ubpobracTtax ynajgeHHBIX aopTalb-
HbIX KJIAITAHOB JAI0T OCHOBaHUE [Tl JaJIbHEHIIIero u3yde-
Hust Bo3moxHoctu ydyactusi TGF-f B matorenese KAC.

3aknioyeHue

Cpenn muu ¢ KAC mapdaHoungHast BHEITHOCTD BCTPe-
yaeTcs B 4 pasa yailie, 4eM Cpeau Juil 0e3 MPU3HaKOB
MopaxkKeHsT aopThl, UTO TO3BOJISIET pacCMaTPUBATh 3TOT
¢enorun Bkauectse npearkropapaszputust CIIMA. Cpas-
HeHue OxoKI-mokazareneil B rpymniax ¢ pa3jinyHOl cTe-
reHbio TskecTn KAC 1mo3BOMMIIO YCTAHOBUTH, YTO TIPU
TskesioM KAC MB BoIsIBIIsIETCSI TOCTOBEPHO Yatie. Mop-
(hosornyeckoe 1 UMMYHOTUCTOXMMMUECKOE HCCIIeA0Ba-
HUS YIaJICHHBIX aOPTABHBIX KJIAIIAHOB TTO3BOJIMIIO yYCTa-
HOBUTb, YTO B TKAHSX, yAajdeHHbIX 110 moBoaxy KAC, M/
yoaeTcs OOHapyXWTb Oojiee 4eM B TPETHU CIIydaes,
a okcrpeccusi aHTureHa TGF-B 3HauuTenbHO yalie
BoIsiBAIsieTcst Tipu KAC, 4yeM B rpymnme cpaBHEHMUSI.
[MocnenHee maeT OCHOBaHWE IyMaTh O TOM, YTO B OCHOBE
pazsutusi CHAITA u kanpbuu@GUUUPYIOIIET0 CTEHO3a
AOpTHI CYIECTBEHHYIO POJIb, TIOMUMO aTepOCKIIepO3a,
WTPalOT MYTallMM T€HOB OEJKOB BHEKJIETOYHOTO MarT-
puxca U GepMEHTOB UX OMOCUHTE3A.
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Hereditary mechanisms in the development of sclerotic degenerative disorders of aortic valve
Parfenova N. N.1'2, Khasanova S.1. 1'2, Mitrofanova L. B.z, Dubova E.V.z, Zemtsovsky E.V.1'2

Aim. To investigate the role of hereditary mechanisms in the development of sclerotic
degenerative disorders of aortic valve.

Material and methods. Clinical, phenotypical, and echocardiographic examination
was performed in 180 middle-aged and elderly people (mean age 63,819 years;
102 men, 78 women), including 86 patients with calcific aortic stenosis (55 after
aortic valve surgery) and 61 controls. The diagnostic criteria of the National Guidelines
on hereditary connective tissue disorders (2009) were used. The valve biopsy samples
were examined using histological, morphological, and immunohistochemical (TGF-f3
antibodies) methods.

Results. Marfanoid habitus is one of the most prevalent sings of dysplastic phenotypes.
The larger number of osteodysplastic signs was associated with the more severe aortic
stenosis. Mesenchymal dysplasia was observed in 36% of the critical aortic stenosis
cases. In most aortic biopsy samples, the antigen TGF-[3 expression was detected.

Conclusion. The association between Marfanoid habitus and calcific aortic stenosis
suggests a genetic link between these two conditions and a potential role of
Marfanoid phenotype as a predictor of aortic valve calcification.

Russ J Cardiol 2013; 1 (99): 50-53

Key words: hereditary connective tissue disorders, Marfanoid habitus, calcific
aortic stenosis.

'st. Petersburg State Pediatric Medical University; %V, A. Aimazov Federal Centre of
Heart, Blood, and Endocrinology, St. Petersburg, Russia.

53



