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Pe3ome. B crarbe mpeacTaBiieHbl COOCTBEHHBIC JaHHBIE 00 OCOOCHHOCTSX COCAMHUTEIBHOTKAH-
HOT'0 KapKaca aopThl y NaIllUeHTOB ¢ MaphaHouaHOH BHeITHOCTHI0 (MB) B pa3nnyHbIX BO3pacTHBIX
rpynmnax. OTMedaeTcs, 4TO eciu B Bo3pacTe 18—25 meT MOXHO TOBOPUTH JIMIIH 00 OTHOCHUTEIb-
HO OOJIBLIMX 3HAUCHUSX AUaMETPa KOPHS aOpPThl, TO CPelr 0OCIEIOBaHHBIX CTAPIINX BO3PACTHBIX
TPYIII 3HAYUMOE pacIiipeHUe KOPHS aOpThI BBISBISACTCS Y YETBEPTHU MaMeHTOB ¢ MB (Z-kpute-
puii >2.,0). B xauecTBe maToreHeTHMYECKOH OCHOBBI peMojieIMpoBaHus aopThl mpu MB nokaszano
BIIMSIHWE aKTHUBAIIMW CUTHAJIBHOTO MYTH TPaHCPOPMHUPYIOHIETO (haKkTOpa pocTa-fB — y MOJOBHUHBI
nanueHToB ¢ MB oTMmeuaeTcs npeBbIIeHNE TOPOTOBBIX 3HAYEHUH 9TOTO IUTOKHMHA.
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Abstract. This article presents data on features of the thoracic aorta in patients with marfanoid habi-
tus (MH) in various age groups. In patients of young age detected relatively larger diameter of aortic
root, 25% of older patients with MH taped meaningful expansion of the aorta (Z-criterion > 2.0).
As a pathogenetic basics remodeling of aorta in MH proven signaling pathway activation influence
transforming growth factor-p — 45% of patients with MH exceeded the threshold of this cytokine.
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Pacmmmpenne rpynnoro otaena aopTsl sBiser- (CM) [17]. OTMeuaercs, 9TO U3MEHEHHUS COCIU-
Csl BEIyIIUM KIMHUYECKHUM CUMITOMOM psJia Ha- HUTEIBHOTKAaHHOTO Kapkaca cepila ¥ Maru-
CJICJICTBEHHBIX HAPYIICHUN COCNMHUTENBHOM TKa-  CTpajbHBIX cocynoB mpu CM, npuBoAsmue K pac-
HU, B TIEpBYIO ouepenp — CHHApoMa MapdaHa IIMPEHHUIO aOPThI, aCCOIMUPOBAHBI C TATOJIOTHYE-
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cKkoil akTmBammeil curHampHOro nytu TGF-f u
CHUCTEMHBIM BOBJIEYEHHEM COEIMHUTEIBHON TKa-
au (CBCT) [16, 20]. IMeroTcst TaHHBIE U O CBSI3H
curnaipaoro nytu TGF-f ¢ apyrumm Hacnen-
CTBEHHBIMH HApPYyIICHUAMH COCAMHHUTEIbHON TKa-
HU, B IIEPBYIO OYepPEb — MNEPBUYHBIM MTPOJIATICOM
MHTpAJIBHOTO Kiamana [6, 7]. OTMmedaercs mpo-
rHocTHueckas ponb nusperymsinun TGF-B B pasz-
BUTHHM MUKCOMAaTO3HOM JiereHepalui CTBOPOK MHU-
TPaJIbHOTO KJIAllaHa Y JKeJIyJOYKOBBIX HapyIICHUH
cepaeunoro putrma [18, 19]. B to xe Bpems, Ta-
KOH MuCIIacTHUecKui (eHOTUI Kak MaphaHOU I -
Has BHemHocTh (MB) Takxe, kak u CM, paccma-
TpHUBaeTcs B psay QUOPHIUIMHONATHH M XapaKTe-
pusyercss OpU3HAKAMHM BOBJICUCHHS KOCTHOH
cuctemsbl [10]. Knuanueckoe 3nauenne MB B Ha-
CTOSIIIEE BpEeMsl H3YyYEHO [JOCTATOYHO XOPOILO.
W3BecTHO, 4TO y TAaKUX MAlMEHTOB Yallle BBIABIIA-
I0TCSI MaJIble aHOMAJIUHU CEP/lla, pa3InIHbIe Hapy-
LICHHS CEpACYHOI0 PUTMA, A TaKKe MPU3HAKHU Be-
reraruBHou aucysknuu [9, 12, 10, 11]. Onuca-
Hbl TaKXe CHIDKEHHE JIOKAJIbHOW COKPAaTHUMOCTH
Ha (OHE OTHOCHTEIBHOIO YTONIIEHHS MHOKapaa
JIEBOTO KeNMyJdodyKa y Takux manueHTtoB [4]. B 1o
Ke BpeMsl OIICHKa MOP(OMETPUUYECKUX XapaKTe-
PUCTHUK MarucTpaibHBIX COCYIOB U COIMOCTaBJe-
HUE€ C aKTUBHOCThIO curHanmpHOTO TIyTH TGF-f v
jun ¢ MB paHee He IPOBOJUIIUCE.

MATEPUA/IbI U METObI

O6cnenoBano 58 ymir B Bo3pacte oT 18 10
25 net, 9 mamueHTOB ¢ BepudumupoBaHHEiIM CM
(cp. Bo3pact 27,9£9,3 ner) u 111 manueHTOB CO
CTaOMIILHBIM TEUYEHHUEM HIIEMUYCCKON OO0JIe3HH
cepaua B Bo3pacte oT 55 no 74 netr. Becem manu-
€HTaM MPOBEJCHO (PEHOTUITNYCCKOE U DXOKapIu-
orpadudeckoe odcnenoBanus (Vivid 7 Dimension,
General Electric, maTpuunblii pa3upoBaHHBIN 1aT-
quk 3,5 MI'1), yacTh MalMeHTOB MOJIOIOTO BO3-
pacta u BceM OonbHBIM CM ompeaenunu KOHIICH-
Tpanuio ceiBopoTouHbix TGF-B ¢ mpumenenunem
tect-cucteMbl Human TGF-B 1 m 2 Platinum
ELISA (Bender MedSystems, ABcTpusi) Ha aBTO-
MaTU4YeCKOM HMMMYHO(GEPMEHTHOM aHalln3aTope

«ELx 800» (BioTek Instruments, CIIIA). luarao-
cTuky MB 0CyIIeCTBIISIIN COTIIACHO POCCUICKUM
pEeKOMEHIaUAM U YTOYHEHHOMY AaJIrOpPUTMY C
YY4eTOM BO3PACTHBIX OCOOCHHOCTEH MAIlMEeHTOB
[2, 3, 8].

PE3Y/ILIATDI

IIpn cpaBHeHUM auameTpa HadyaJbHOW U BOC-
XOASLIEH YacTell aopThl B IPYIIE MOJOJBIX MYX-
yuH ¢ MB nony4ens! cienytomiie pe3yabTaTbl —
y toHouieid ¢ MB 1o cpaBHEHMIO ¢ TPyIIOA KOH-
TPOJISl BBISIBIICH CPaBHUTEIBHO OOJBIIUN JHAMETP
KOpPHS aOpThI M BOCXOASAIIEro ee otaena. [lanasie
TEHJCHLUN CTAHOBSTCS elle 0ojee OUYCBUAHBIMU
MIpU pacueTe Mokasareseil, OTHECEeHHBIX K IIoIa-
I TIOBEpXHOCTH Tena (Tadm. 1).

OnHako BaXHO OTMETHUTb, YTO HH Y OJHOTO 00-
CJIETOBAHHOTO HAMU TMAI[MEHTa MOJIOJOTO BO3pac-
Ta He OBLIO BBISABICHO PACIIMPEHUS aOpThl (Besu-
yiHa Z-Kputepus He npebimana 2,0). Takum 00-
pasoM, auarHoctupoBarb MIID cpenu nuig
MOJIOJIOTO BO3pacTa HE IMPEACTaBIsAETCS BO3-
MOKHBIM.

B cBsA3u ¢ 3THM, MBI NPEANPUHAIN MONBITKY
OLICHUTbH CBA3b auamerpa KopHs aoptel ¢ KII B
rpynmne auy crapuiero Bospacta. [Ipu mposene-
HUU KOPPEJSIIMOHHOTO aHajn3a KOCTHBIX MPU3HA-
KOB M 3HaYE€HUH Z-KpUTepus ObUIN BBISBICHBI J0-
CTOBEpPHBIE IOJIOKHUTENbHBIE KOPPEISAIMOHHbIE
CBSI3M MEXJy TaKUMH BhICOKOcTIeTTu(uaHbIMUA K11
kak apkoBujgHoe Hebo (r=0,31), BAI'K (r=0,43),
APJl (1=0,45), n 3HauenusMu Z-kputepus (ans
Bcex p<0,05). [lanee ObLT OIICHEH AUAMETP KOPHS
AOpTHI B IPYIIE JHI] CTAPIINX BO3PACTHBIX I'PYII
¢ MB (ta6m. 2).

Kak BuIHO M3 mpencTaBIeHHOW TaOMUIBI, IS
JI1 cTapuiero Bospacta ¢ MB xapakrepHsl Ooiee
BBICOKME 3HAYEHHS AMAMETpa KOPHsI aopThl, Kak
abcomoTHbIe, Tak U cooTHecenusie K IIIIT; mo-
CTOBEPHO BBIIIE B OCHOBHOW IPyTIE OKa3aJINCh U
3HaueHus1 Z-Kputepus. Pacmmpenue aoptsel, oue-
HEHHOE TI0 MPEBBIMICHUIO Z-KpuTepus oomee 2,0,
BBISIBJICHO y YETBEPTH ITallUEHTOB OCHOBHOM I'pyII-
bl ¥ IPAKTHYECKU HE OMPEEsIOCh B KOHTPOIIb-

Tabnuna 1
JuameTp aopThl y FOHOIIEH ¢ Map(haHOUHON BHEIITHOCTHIO
IToxazarens MB KOHTPOJIb .
(n=206) (n=32)

Kopenb aoptbl, MM 30,42+4.,76 28,03+3,63 0,03

Kopewb aoptsl / mutomiaas nosepxuoctu Tena (II1T), mm/m? 17,52+2,80 15,894+2,51 0,02

Bocxopsmas aopra, MM 26,63+4,89 24,58+3,19 0,05

Bocxomsiast aopra / ITIT, mm/m? 15,15+2,38 13,80+2,31 0,03
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Tabnuna 2
JwaMeTp aopTHI y JIUI] CTAPIINX BO3PACTHBIX TPYMIT ¢ MaP(PaHOUTHONW BHEITHOCTEIO
IMokasarenb l\i[B KOH;FpOJ‘II; »
(n=25) (n=86)
Bo3spacr, ner 62,1+£5,3 60,3+6,1 0,19
ITon, My>X4rHBI 16-64,0% 45-52.3% 0,30
Kopenb aopTtbl, MM 36,5+4.9 339+3.4 0,003
Kopens aoptsr / IIT 20,6+2,5 18,1+1,9 0,00001
Z-xkputepuii 1,09+1,26 0,23+0,85 0,0001
paciupenue KopHs aopTsl (Z-kputepuii > 2,0) 6-24,0% 1-1,1% 0,00001 (¥=17,10)

Tabnuna 3
CriBoporounas koHuenTpamus TGF-f3,,, y manueHToB Mos10/10ro Bo3pacTa ¢ Map(haHOMIHOH BHEIIHOCTBIO
[Toxa3arenn MB Kowrpous
(n=20) (n=18) p

TGF-B,, ar/mn 9,6+7,2 6,4+0,9 0,06
TGF-B, nosbimenue > 14,75 mr/min 4-20,0% 0 0,04 (x>=4,02)

TGF-B,, ar/mn 4,2+1,8 2,3£1,2 0,03
TGF-B, nosbimenue > 2,0 Hr/mi 8-40,0% 1-5,6% 0,01 (*=6,22)
MOBBIIICHUE 00eUX 130(hopM 3-15,0% 0 0,08 (¥*=2,93)

HOM, pasnuuus BeICOKonocToBepHbl. Takum oopa-  SAKAHUYEHUE

30M, M3MEHEHHUS MOP(POMETPUYECKHUX ITOKa3are-
JIEW TpyJHOW aOpThI y JIUIl MOJIOAOTO U CTapllIero
Bo3pacta ¢ MB ananoruunsl. Peub uaer o TeH-
JICHIIUU K OOJIbIIEMYy €€ JUaMEeTPy B MOJIOIOM
BO3pacTe, 4To K 5—6 AECATUICTHIO KU3HHU IIPHUBO-
JUT K 3HAYUMOMY PACIIUPECHUIO KOPHS AOPTHI.

Pacmmpenue rpyqHOil aOpThl MOKET PacLCHU-
BaThCA KaK CIEACTBHE T€MOAMHAMHYECKOW Ha-
TPY3KH Ha CTPYKTYpPHO HEMOJIHOIICHHYIO COEIH-
HUTEIBHYIO TKaHb. Ha nuddepeHnnpoBky KieTox
COCAMHUTEIBLHON TKAaHU OKA3bIBACT BIMSHUE CH-
cTeMa IUTOKWHOB, B MEPBYIO OYepelb — TPaHC-
¢dopmupyromuii  paxrop pocra-f (TFG-B). Kaxk
rmokaszan aHanu3 akTuBHOCTH TFG-B B chIBOpoTKe
KpOBH y JIMIl MOJIOAOro Bo3pacta ¢ MB, nns Ta-
KHX MalMeHTOB XapaKTepHa JIOCTOBEPHO OoJee
BBICOKAsi KOHIIEHTPAIIUS B CBIBOPOTKU KPOBH 00e-
ux uzopopm TGF-B (Tadim. 3).

Jlanee Obputa oOIleHEHAa pPacIpOCTPAHEHHOCTHh
MOBBIIICHHOTO YPOBHS XOTs Obl OTHON M30(OpMBI
TGF-B y marmentoB ¢ MB u CM B cpaBHEHUH C
nunamu, uMmeromumu equHugHble KIT (KoHTpOIs).
Pe3ynbpTaThl npeacTaBieHbl Ha pUcCyHKE 1.

Kax BugHO M3 MpencTaBieHHOTO pHUCYyHKA, ak-
tuBanus curnaiabHoro mytu TGF-PB sBusiercs 00-
nuraTHOM 1y marueHToB ¢ CM, BBIABISCTCS Y
MOJOBUHBI U1 ¢ MB 1 mpakTuuecku He BCTpeya-
€TCsl B KOHTPOJIbHOM TpyIIie.

Takum 00Opazom, OBUIO yCTaHOBIICHO, YTO JUIS
muy ¢ MB BBIABIAIOTCS MPU3HAKK TUCIUIACTHYE-
CKOT'0 PEMOJIEIUPOBAHUS TPYAHOIO OTJEIa A0OPTHL.
OTO 3aMETHO yXK€ B MOJIOLOM BO3PacTe — JUIS
oHOLIeH ¢ mpu3Hakamu MB XxapakTepHbl 10CTO-
BEepHO OOJIbIITNE 3HAYCHUS THaMeTpa KOpHS U BOC-
XozAuel aopTel. B cTapimmx Bo3pacTHBIX Ipynmmax
y TaKkWX MAIMEHTOB pa3BHBAETCS 3HAUMMOE pac-
IIMPEHUE KOPHS a0PTHI, KOTOPOE BBIABISETCA Y
YETBEPTH JIML C Ipu3Hakamu MB, uTo mossossgeT
OTHOCHTH TaKHX MALMEHTOB K Tpymme MapdaHormno-
nobnoro Qenoruna. Takoe MOrpaHMYHOE PaACIIU-
peHHE TPYJIHOTO OTJeNia AOopPThl B OOJBIIMHCTBE
cilydaeB He TpeOyeT XUPYyprHuecKoro JICUCHUs U
contacHo PoccuiicKuM pEKOMEHJALUsAM, MOXKET
paccMarpuBaThbCs Kak Majas aHOMallus cepiua u
CBHUJICTEJILCTBOBATh O CJHabOCTH COEIMHUTEIb-
HOTKaHHOTO KapKaca CepAlla M MarucTpalbHBIX
cocynoB [1]. OgHako MCKIIOUUTH MPOTPECCUPOBA-
HUE pacUIMpPEHHUs] aOpThl B OTJAJICHHBIE MEePHOIBI
MTOJIHOCTBIO HE NPEACTABISETCS BO3MOXKHBIM. Be-
pOSITHO, anueHTsl ¢ MB T0JKHBI paccMaTpuBarh-
sl KaK IpyIa pucKa pa3BUTHs AaHEBPU3MBI aOPTHI.
TakuM manpeHTaM [OKa3aHO JIHHAMHUYECKOe
Ox0KI" obcnenoBanne ¢ ONEHKOH aOCONIOTHBIX M
COOTHECEHHBIX K IIOBEPXHOCTH TeJla MOPPOMETPH-
YeCKUX Mmokaszateneit aopTsl 1 pa3 B 5—10 jet.
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Puc. 1. AxtuBHOCTS curHaibpHoro mytu TGF-f y mamuenTtoB
MOJIOZIOTO BO3pacTa ¢ cMHIpoMoM Mapdana u mapda-
HOMJIHOW BHEIIHOCTBIO

B xauecTBe maToreHeTUUECKOr0 MapKepa paciiu-
peHus aopThl y NanueHToB ¢ MB MOXXHO yBepeHHO
Ha3BaTh aKTUBALUIO cUrHanbHOro mytn TGF-B, uro
MOATBEPAKAACT MPABOMEPHOCTh OTHeceHuss MB k
rpymme (uOPHUIMHONIATHI — TIOBBIIIICHUE aKTHB-
HOCTH ATOTO IUTOKHWHA SIBIISICTCS OOMUTATHBIM IS
nanueHToB ¢ CM U BBIABIISIETCS Y MOJIOBUHBI JIMII C
MB. Takum oOpa3zom, u ayist auil ¢ MB xapakrepHa
akTuBanys curHaiabHoro mytH TGF-B, 9Tto, mo-Bu-
JUMOMY, IIPUBOJIUT K PEaKTUBHOMY PEMOJEIINPOBA-
HUIO HE TOJIBKO a0pThI, HO U JIEBOTO JKENyIo4uKa. JTO
MPOSIBIISIETCS. CHUXKEHUEM JIOKAJIbHOW COKPAaTUMOCTH
JIEBOTO JKEJTyI0YKa M HapyIIEHUSMHU CEepAEYHOrO
pUTMa, ONTMCAaHHBIMU HaMu panee [5, 15]. duspery-
nsmwmst akruBHOCcTH TGF-B oOycnoBnuBaeT Hapyiie-
Hre yHkmm GuOpo0IacTOB, MPOSBIIIONICECS aK-
TUBAIIMEH TPOIECCOB OCTEOPE30POIIUN U Pa3BUTHU
y TaKUX MAIMEeHTOB ocTeoreHuu [13].
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