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PE3IOME: PemosennpoBaHue ceplia ¢ pa3BUTHEM CHCTOIMYECKON JUCOYHKIINU XapaKTEPHO IJIs Ha-
CJICICTBEHHBIX HAPYLICHUH COEJUHMTENBbHON TKaHH, OTHOCALIMXCSA K Trpymnie (GUOpUILTHHONATHH, —
cuHIpoMa MapgaHa i IEpBUIHOTO MTPOJIAIICa MUTPAIBHOTO KJIalaHa. Y TaKHX IAI[HeHTOB BBISBISCTCS
YTOJIICHUE MHOKap/Ia ¥ CHHKEHUE JIOKAJIbHOW CUCTOJIMYECKOM JedopMmaruu JieBoro xenynouka (JIXK)
y’Ke B MOJI0oZIoM Bo3pacte. K (pubpuinnHonaTusaM OTHOCUTCS Takke HauOosee pacpoCcTpaHEeHHbI AuC-
IacTUIeckuil hpeHoTUIT — MapdaHongHast BHEIHOCTH (MB). OcoGeHHOCTH JIOKATEHOM CHCTOINYECKON
nedopmanum JK npu MB panee He usyuanncek. Mamepuanst u memoost. B vicciienoBaHue BKITIOUCHO
120 i B Bo3pacte oT 18 10 25 net (cpennuit Bozpact 20,4+ 1,5 roga), u3 Hux 58 roHoIIeH 1 62 AeByII-
ku, 1 111 GONBHBIX CTapIIMX BO3PACTHBIX I'pymn (cpeaHuii Bozpact 64,8+6,5 roga). Bcem manuenTam
OBLTH TIPOBEIICHBI aHTPOIIOMETPHIECKOE U (PEHOTHIIYECKOE 0OCICIOBAHNUS C OIIEHKOH KOCTHBIX TIPH3HA-
KOB Au33MOpHoreHesa u OxoKI -uccienoBanue no cTaHIapTHOMY IPOTOKOIY. Pe3yabmamet. Y MOIOABIX
mozelt ¢ MB 1o cpaBHeHUIO ¢ IpyMIoi KOHTPOJIS OKazajics 3HAYMMO TOJIILE MUOKApA 3aJHel CTEHKHU U
MEXOKEITYTOIKOBOH TTEPETOPOIKH, YTO 00YCIOBIMBACT TCHACHINIO K YBEJIMUCHUIO MacChl MHOKapaa y
TaKWX MAlUeHTOB. Y TAlMEHTOB CTAPIINX BO3PACTHBIX TPyl ¢ MB BBISBISIOTCS MPU3HAKU KOHIICHTPHU-
yeckoil runepTpodun muokapaa JOK. JlokanbHas cuctonmyeckas LMPKyIspHas nedopManus MUOKapaa
U €€ CKOPOCTh OKa3aJIUCh IOCTOBEPHO HUXKeE y nauueHToB ¢ MB B 3 u3 4 cerMeHTOB Ha BEpXYLIEYHOM
U 4 13 6 CerMEHTOB Ha CPEMHHOM ypoBHe. PannanbHas nedopMariys u ee CKOpocTh Oblila JOCTOBEPHO
CHIDKEHA B 5 U3 6 CErMEHTOB Ha 0a3abHOM YpoBHE. 3ak/touenue. Y mauueHToB ¢ MB yxe B Mosiogom
BO3pacTe onpeenseTcs yronuenne Mmuokapaa JOK u cHymkeHne BeMUUHbI U CKOPOCTH JIOKAJIBHON Lup-
KYJSIPHOH M painaIbHON CHCTONNYECKON AeopMaui. DTH U3MEHEHHS HOCST IIPOTrPEUCHTHBII Xapak-
Tep — K 5—6-M JiecaTKaM KU3HH NOSBIISIETCS KIMHUYECKH 3HaYnMas runepTpodus muokapaa JIK.

KJIIOUEBBIE CJIOBA: mapdaHouHas BHEUIHOCTb; CUCTOMWYECKAs TUCHYHKIHUS, JOKAJIbHAs
COKPATUMOCTb JIEBOT'O JK€Iy/J0UKa; HACIEICTBEHHbIC HAPYIIEHUS COEIUHUTEIbHON TKaHHU.
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ABSTRACT: Remodeling the heart with the development of systolic dysfunction is typical for he-
reditary connective tissue disorders belonging to the group of fibrillinopathy — Marfan syndrome
and the primary prolapse of the mitral valve. In such patients, the thickening of myocardial and
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the reduction of the local systolic deformity of the left ventricle (LV) at a young age is detected.
Fibrillinopathy also includes the most common dysplastic phenotype — marfanoid habitus (MH).
Features of local systolic deformity of the left ventricle in the MH have not previously been studied.
Materials and methods. The study included 120 persons between the ages of 18 and 25 (average age
20.4+ 1.5 years), including 58 boys and 62 girls and 111 patients of older age groups (average age
64.8+£06.5 years). All the subjects was examined with anthropometric and phenotypic examinations
with an assessment of bone signs of dysembryogenesis and EchoCG-study according to the standard
protocol. Results. In young people with MH compared to the control group was significantly thicker
myocardium of the back wall and interventricular septum, which leads to an increase in the mass of
myocardial in such patients. Patients in older age groups with MH show signs of concentric myocar-
dial hypertrophy. Local systolic circumferential strain of the myocardial and speed were significant-
ly lower in patients with MH in 3 of 4 segments at the top and 4 out of 6 segments at the median level.
Radial strain and speed was reliably reduced in 5 of the 6 segments at the base level. Conclusion.
Patients with MH at a young age are defined thickening of myocardium of LV and reduces strain
and speed of local circumferential and radial. These changes are progressive in nature — clinically
significant LV myocardial hypertrophy appears to 50—60 years.

KEY WORDS: marfanoid habitus; systolic dysfunction; local deformation of the left ventricle;

hereditary disorders of connective tissue.

BBEAEHUE

OnHUM M3 TUIMYHBIX IPOSIBICHUNA CO CTOPOHBI
CEpIEeYHO-COCYJUCTON CHCTEeMBl MpU Haclel-
CTBEHHBIX HapylICHUAX COEIUHUTENIBHON TKaHU
(HHCT) sBnsercst pa3BUTHE pPEMOACTHPOBAHUS
cepaua, npuBojsmee K GopMUPOBAHHUIO cepiey-
HOHM HEJJOCTAaTOYHOCTH W HAPYIICHHUSM CEpIeYHO-
ro purma. Hanbonee nzyuennsimu HHCT, nist xo-
TOPBIX XapaKTEPHO Pa3BUTHE CUCTOINYECKOH nuc-
¢bynkuun neBoro skemymouka (JDK), smBistorcs
knaccupunupyempie HHCT, umeromue cornaco-
BaHHbIE YETKUE KPUTEPUU BBISABIECHUS, — CHH-
npomel Mapdana (CM) u Diepca—/lanio, a Tak-
Ke TEePBUYHBIA TPOJIATIC MUTPAIBHOTO KIlalmaHa
(ITMK). Xapakrep peMoneIupoBaHus cepia mpu
stux HHCT omnuncan B nuteparype J0CTaTOYHO
xopomio. [Ipu aTomM oTMeuaeTcs, 4To Gppakuus Bbl-
Opoca (DB) — ocHOBHOI MTOKa3aresib CUCTOINYE-
ckolt gynkruu JIXK — y Takux marueHToB JTH-
TEIIbHO OCTaeTCsl HOpMaJIbHBIM [5, 6, 26]. bonee
WH(POPMATHBHOI IS BEISIBICHHS HAYaIbHBIX TIPO-
sBieHui kapaumomuonaruu npu CM oxazanach
OIICHKA JIOKAJIBbHON CUCTOJIMYECKOW JedopManuu
JIX (ctpeiina) ¢ ucrob30BaHHEM TKaHEBOTO YIlb-
Tpa3BYKOBOTO JaTuuka [8, 26]. Meronuka oneHKH
CHCTOJIMYECKOTO CTpeifHa moka3aja CBOK MHQOp-
MaTHUBHOCTh Tpu Tuneprpopuu muokapaa JIK,
apTepualbHON TUIEPTEH3UH Oe3 MPHU3HAKOB T'H-
neprpodun, y OONBHBIX CYOdHIIOKapAHAIBHBIM
nH(papKkTOM MUOKapja [4, 29].

MHorue aBTOpbl YKa3blBalOT Ha CHMYKEHHE
cucroinueckoit nepopmaruu JK npu CM [10,
27, 28]. Ay mui; MOJIOJOTO BO3pacTa ¢ Bepudpu-

LUPOBAaHHBIM JuarHo3oM CM xapaKkTepHO CHMKe-
HUE BEJIMYMUHBI U CKOPOCTHU NMPOJOIbHON CHCTOIH-
yeckoi JehopMaluu HIKHEH, niepeHeit u 00Ko-
Boll creHok JIK Ha Bcex ypoBHSIX — 0a3aibHOM,
cpearHHOM M BepxymiedHoM [30]. OTmedeHo Tak-
’K€ YMEHbIIIEHHE CUCTOJIMUECKON paJualIbHON Je-
(hopMaiuu M ee CKOPOCTH BO BCEX OLEHMBAEMbIX
cermentax. CHmwxkenue aeopmauuu JDK couera-
eTCS C YTOJIIEHHEM MHOKapJa MEXKeTydouKo-
Boii meperopogaku (MIKII) Ge3 cymiecTBeHHOTO
yromnmieHus 3anaei creHku (3C). bimu BEISIBICHBI
TAaK)K€ [PU3HAKM CHIDKEHUS  CHUCTOJMYECKON
¢dysknun JOK — dpaknun ykopouenus u OB, a
TaKke YBEIMYCHHE KOHEYHO-JIHACTOIUYECCKOTO
pasmepa JDK. CrnenyeT oTMETUTh Takke, 4To, He-
cMmotps Ha To yTo @B y mauuentos ¢ CM okasa-
Jach CYUIECTBEHHO HHXKE 10 CPaBHEHHIO C KOH-
TPOJBHOM TPYMIIOH, BCe e He BBIXOAMIIA 3a Ipe-
nensl HopMbl [30]. Bonee mo3aHue UccienoBaHUs
MIOKa3bIBAIOT HE TOJIbKO CHHXKEHHE IJI00aNbHOM
MPOJOJNIBHON M HUPKYIsipHO# nedopmaruu JIXK,
HO u Oonee Hu3kue 3HaueHus OB JIXK y manuen-
ToB ¢ CM [26]. Kpome TOrO, OTMEUaeTcs mpsiMast
KOPPEISALMOHHAS CBA3b MEKJY XapaKTepOM T'eHe-
THYeCcKoi MyTanuu rexa ¢pudbpummuna-1 (FBN-1)
U CTETICHBIO CHIDKEHUS T00abHOH nedopmanuu.

V namuenToB ¢ I[IMK Ttaxke onucano ysenuue-
HHUE KOHEYHOTO CUCTOJIMYECKOTO U THACTOINYECKOTO
pasmepos JIXK [3, 11, 13, 25, 32]. beun obHapyxe-
Hbl nposiBieHust kapauomuonaruu npu [IMK, 3a-
KJTIOYABIIHECS B CHIDKEHHH TIPOJOIIBHON aedopma-
un MOKII, u ee moBbIieHnn B OOKOBOM, 3aHENR U
amxkHel crenkax JDK. IloBeimieHne BemmuuHBI -
(hopmaru TOJPKHO paccMaTpuBarhCsi Kak KOMIICH-
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CaTOpHBIM MexaHW3M, OOYCIIOBIMBAIOIIUI B UTOre
coxpannyro ®B. He BeisiBunm taxke cHmkenuss @B
u cpean MoJoabpix cnopreMeHos ¢ [IMK [4].

AHaJloruyHble JaHHbIE O PA3BUTUHU KapAUOMUO-
TaTUU OINKCAHBI MPU HEKOTOPHIX TUIAX CHUHIPOMA
Onepca—/lanno [34]. OnHako B cBeTe HOBOM KJjac-
cupuKauu HTOro 3a00JEeBaHHS C BbBLICICHUEM
13 TumoB, XapakTep PEMOJEIUPOBAHMS H3yUEH
HeznocTaroyHo. OTMedaeTcs, YTo pa3BUTHE KapIHo-
MUOIATUHU y TaKUX NAllMeHTOB KOPPEJIUpyeT ¢ Ha-
muyueM [IMK. Takum o0pa3om, OGOJIBITMHCTBOM
uccienoBaresieil Npu3HaeTcsl Haluuue peMojaesu-
poBanus JIXK y manmentoB ¢ HHCT, nmerommmu
YETKO OTOBOPEHHBIE IUArHOCTHYECKHUE KpHUTe-
puu — CM u IIMK.

HemHorouuncnennsle nccienoBaHusl, MOCBSIIECH-
HBIE U3YYEHHUIO MOP(POMETPUUECKUX XapaKTEPUCTHK
cepala y JIMI ¢ HeKIacCupuUupyeMbIMEu (hopMaMu
HHCT, nemMOHCTpUpYIOT T€ e TEHJCHIMH, YTO W
pu CM u [IMK. YV GonbHBIX HH()APKTOM MHOKap/ia
Ha ¢pone HHCT Heckombpko OoJble OKa3aJluCh Ta-
KHe T0Ka3areiiy, Kak KOHEYHO-CUCTOINYECKUH pa3-
Mep, KOoHeyHo-nuactommueckuii pasmep JDK nHa
(doHe TeHAeHIMU K yToMneHuto Muokapaa JIK —
MXII n 3C u cBA3aHHOE C 3THUM CYIIECTBEHHOE
yBeIMueHne UHeKca Maccel Muokapaa (MMM) [1].
Takum 00pazoM, UCMOIB30BAHUE KOJIMYECTBEHHOTO
MOAX0Ja K JMArHOCTHKE HEKJIACCU(UIUPYEMBIX
HHCT no3Bonusio BeISIBUTH HApyLIEHHUs CHCTOJINYE-
CKOW W JAMACTONWYECKON (PYHKIMI y TaKuX maru-
€HTOB. MeXy TeM OCTaloTCsl HE BBbIICIEHHBIMU
MPU3HAKHW, HanOoJiee TECHO KOPPETUpPYIOIIHE C
pa3BUTHEM cHcTOoNMYecKor aucdyHknuu. He pac-
CMaTpHUBAJICSl paHEe U BOIIPOC O BO3MOKHOCTH pas-
BUTUS PEMOJIETTMPOBAHUS B CBETE KOHIICTIIIUH O JIUC-
TUIACTUYECKUX (PEHOTHUMAX. YMECTHO OTMETUTh, YTO
Kap/IMOMHOIIATHs, HEPEIKO COMYTCTBYIOIIAs PALY
MonorenHbix HHCT u HeknaccupuuupyembIX CHH-
JIPOMOB, MOKET MPOSIBIATHCSA KIMHUYECKU HE TOJb-
KO CHCTONIMYSCKONH W/WIM IUACTOIMYICCKOH JuC-
(GyHKIHEH, HO U Pa3IMIHBIMH CYTIPAaBEHTPHKYIIIP-
HbIMH M JKEJIyIOYKOBBIMM APUTMHSIMHU, a TaKKe
BeretaTuBHOU mucdyHkimei [14, 20, 24]. B cere
CKa3aHHOTO TPEJICTABIISICT ONPENIEICHHBI UHTEPEC
paccMoTpeHue xapakrtepa pemonenupoBanus JDK,
Pa3BUBAIOLICTOCS MPHU JHUCIUIACTUYECKUX (heHOTH-
rax, XapakTepU3YIOIUXCsl KOCTHBIMM IPU3HAKAMHU,
HauOoee pacrpoCTPaHEHHBIM U3 KOTOPBIX SIBIISET-
cs1 MapdanounaHas BHemHOCTH (MB) [15, 16].

MATEPUA/IbI U METO/bI

B nccnenosanue BkitoueHo 120 muiy B Bo3pacte
ot 18 no 25 net (cpeanuit Bo3pact 20,4+ 1,5 roxna),
u3 HUX 58 roHomIeH u 62 aeBymky, u 111 00IbHBIX
CTapIIUX BO3PACTHBIX TPyHI (CpemHHHd BO3pacT

64,8+£6,5 rona). Bcem naruentam ObUTH TIpOBEJIE-
HBl aHTPOIIOMETPUUYECKOE U (PEHOTHIINIECKOE 00-
CIICTOBAHMSI C OIICHKOW KOCTHBIX TIPU3HAKOB TU3IM-
Opmorenesa. [lmarnoctnka MB ocymecTsisiiachk B
COOTBETCTBMH C COTJIACOBAaHHBIMH KPHUTEPHUSMH,
BO3PACTHBIMH OCOOCHHOCTSIMM W yTOYHEHHOMY
Hamu airoputmy [2, 7, 9, 12]. O MB rosopunu
IIPU BBIABJICHUM HE MEHEE YeThIpeX KOCTHBIX MpH-
3HAKOB, MIPU 00513aTEIHHOM HAJTHYHU apaXHONAKTH-
T (BBISIBJICHUE XOTS OBI OTHOTO M3 CUMIITOMOB —
CHMITTOMa OOJIBIIIOTO TMaIbIla U 3aIlsICThs) U TOJH-
XOCTEHOMETHY (BEBITOTHEHHE XOTsI OBl OTHOTO W3
JIBYX KOA((UIMEHTOB) U BBISABICHUU IO KpaiHEH
Mepe OJHOrO M3 BBICOKOCTICHM(UYHBIX TPU3HA-
KOB — JepopManiuyl TPyAHON KICTKH W/WIIN BBICO-
KOTO apkoBHHOTO HEGA [17, 18].

J1J1s1 O1IeHKH JIOKaJIbHON COKPaTUMOCTH OBLIO 00-
CJIEIOBaHO 66 MPAKTUUECKH 3M0POBBIX JIHLL MOJIOO-
ro BO3pacra. DXOKapAuorpaduueckoe HCCienoBa-
HHE MPOBOAWIOCH Ha YIBTPa3BYKOBOM  alliapare
Vivid 7 Dimension (General Electric, MaTpudnbIit
(asupoBannblii garunk 3,5 MI'm), B 2D, nomrure-
POBCKOM W IIBETHOM M-peXuMe Mo OOIIETPHUHSATON
Meroauke. Msmeperus: pazmMepoB 1 00bEMOB Kamep
cepana, ¢paxnuto Beiopoca JIXK ocymecTsisimm co-
macHo pekoMmeHaauusM [31]. MM onpenensinach o
¢dopmyne R.B. Devereux u coasr. (1986). Cucromnu-
Yeckas paJualibHas U LUPKYISIpHAs IedopMariuu
OLICHUBAJIMCh B MApacTePHAIBHBIX KOPOTKUX cede-
HISIX Ha TPEX YPOBHAX C IIOMOINBIO METOIUKU
spackle tracking mpu 4acToTe KaJJpoB CEPONIKAILHO-
ro u3o0paxkenus 50-55 B cekyHmy. B kaxmom cede-
HUH 3aITUCHIBAJIOCH TI0 OTHOMY KapHalbHOMY IIH-
KIIy ¢ MOCTEAYIONIMM aHaJM30M Ha padodeil craH-
min  EchoPAC’08 (GE Healthcare). Ckopoctb
Jedopmanuu (strain rate) SBISETCS MPOU3BOIHBIM
oT aedopMany TOKa3arelieM, OHa ONpeessiach
Kak BpeMsl, B TEYCHHE KOTOPOTO MPOUCXOAUT aAedop-
Malusi MHOKapza, BeIpaxaercs B ¢!, OmpezeneHue
JeopMaIii B ee CKOPOCTH MPOBOTUIIOCH COTIACHO
pexkomengatmsaM [33]. OueHka paguaibHOW U IHp-
KylapHO nedopmarmu mMuokapaa JDK mpoBoau-
Jlach MOCEIMEHTHO, B KX oM u3 16 cermentoB JIK
Ha TpeX YpOBHsX (10 6 Ha 0a3aJIbHOM U CPEMHHOM
U 4 Ha BEpXyIIEYHOM). YCpenTHEeHHE 3HAUCHUH BEITH-
YUHBI U CKOPOCTH VIS PaANaIbHON U IUPKYISIPHON
JedopMalvi TIPOBOJMIIOCH TI0 YPOBHsIM (0a3aib-
HBI, CpEAWHHBIA, BEpPXYyIICUHBINH). YCpemHeHHe
BCEX CErMEHTOB IO3BOJISUIO PACCUUTATh TII0OAIb-
HYI0 1e(hOpMaITUIO U €€ CKOPOCTh.

PE3Y/ILIATBI U UX OBCYXXIEHUE

V roHomel ¢ MB 1no cpaBHeHHIO C Tpynmnoiu
koHTponsi muokapn 3C JDK m MXKII okazancs
3HAYUMO TOIIIE 110 CPABHEHUIO C KOHTPOJIBHOMN
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rpymnmoi. 3To oObSICHIET TEHACHIIUIO K OONbIIeH
Macce Muokapaa 1 UMM y nui OCHOBHOU rpyn-
el (Tabm. 1).

AHAJIOTUYHBIA aHamu3 MOpP(HOMETPUICCKUX
XapaKTEePUCTUK cepila ObLT MPOBEACH B I'PYyIIe
nuy xkeHckoro nojga ¢ MB. Jlesymkam ¢ MB no
CPaBHEHMIO C TPYNION KOHTPOJIS CBOMCTBEHHBI
Oonpmast  Tommmaa 3C  JDK (8,2+1,2 vs
7,5+1,1 mMm, coorBercTBerHO; p=0,02) u cBsi3aH-
Hasi ¢ 9TUM TEHIeHIus K yBenuuenutro MMM
(79,4+£12,7 vs 70,9+£14,2 /™% p=0,02). IIpu
ATOM Ba)KHO IOJYEPKHYTh, YTO HHU y OJTHOTO 00-
CTIEZIOBAHHOTO MOJIOJIOTO BO3pacTa TOJIIMHA MUO-
KapJia He BBIXOZMIIA 32 MPEJeTbl HOpMaIbHBIX 3Ha-
yeHuil. Takum 006pa3oM, MBI MOXEM TOBOPHTH
TOJIKO 00 OTHOCHUTEIILHO O0Jiee TOJICTOM MHUOKap-
Jie y nauuenToB ¢ MB.

[Ipu mpoBeneHWH TaKOrO K€ aHaIM3a CPEAH
JIMI] CTApPIIMX BO3PACTHBIX TPYII MMOJTYUYEHBI aHa-
JIOTUYHBIE JIaHHBIC O OOJIBINCH TOJIIUHE MUOKAP-
na JOK cpenu manmenToB ¢ MB. DT u3MeHeHust
MOTYT OBITH ONHCAaHBl KaK MPOSBICHHE KOHIICH-
TPUYECKOH TUTIEPTPO(PUH y MAIMEHTOB OCHOBHOMN
rpynmbsl (tabm. 2). Takum o0pa3oM, HU3MEHEHUs
Mopdomerpryeckux nokazareneit JK y mum mo-
JIOJOTO U CTapllero Bo3pacTa ¢ npusHakamu MB
aHaJoru4Hbl. TeHAeHIUs K OOJBIIMM 3HAYCHHSIM
TONIIMHBI MUOKapaa JIK, BeIsiBIIeHHAs: B MOJIOZOM
BO3pacTe, NOATBEPKAACTCA Pa3BUTHEM THIIEPTPO-
¢un JIXK B crapmux BO3pacTHBIX TpyIIIax.

IIpu oueHke JOKaNbHON CHCTOIMYECKOW COKpa-
tumoctr JDK nocToBepHBIX pa3inyuii B BEJTMUYUHE
MIPOJONIEHON JieopManuil y marreHToB ¢ MB Mbl
He BB, OJHAKO JUTS HUPKYJISIPHOH jnedopma-
i (TupKyssipaoe ykopodeHue JOK) BBISIBIEHSI cy-
IECTBEHHBIC M3MeHeHus. [{sa manuenToB ¢ MB 1o
CPaBHEHHUIO C KOHTPOJIEM XapaKTEpHO 3HAYNMOE
CHW)KEHHUE BEJIMYUHBI IUPKYIIpHOH aedopmariuu
OOJIBIIIMHCTBA CETMEHTOB Ha CPEIMHHOM M BEpXY-
[IEYHOM YPOBHSIX C HEJOCTOBEPHBIM CHIDKEHHEM
100aTbHON UPKYJISIPHOMN nedopmanuu
(—18,78+5,21 vs —21,52+6,09; p=0,06). dnst nwui ¢
MB xapakTepHO Takke CHUKEHUE CKOPOCTH LIUPKY-
nsipHO# eopmanm JK. JfoctoBepHBIM 3TO CHH-
JKEHUe OBLIO HAa CPEJMHHOM W BEPXYIICYHOM YPOB-
HSIX JIJISL YeThIPEX CETMEHTOB — IepeiHero, Oa3alib-
HOTO, 3aJHero W HikHero. JlIs ocCTalabHBIX
CErMEeHTOB OOHapy»KEeHa HEIOCTOBEPHAs TEHCHLIUS
K CHI)KEHHIO MUKOBOM CKOPOCTH LMPKYJSPHOH Jie-
thopmarmu. O6paniaer Ha ceOs BHUMaHKE OOIbIIEe
3HaYEHUE MUPKYISIPHON Jtehopmalny nepeHenepe-
TOPOJIOYHBIX OT/EJIOB HAa CPEJMHHOM W BEpXyIled-
HOM YPOBHSIX C YMEHBIIIEHUEM ee CKopocTH (puc. 1).

[Ipu oreHKe paguanbHON aeGopMaIuy y JUI] C
MB BbISIBIEHO CHM)KEHHE BEJIMYMHBI M CKOPOCTH
nedopManuu  BCeX CErMEHTOB Ha 0a3ajibHOM

Tabauna 1

[MToka3zarenu MopdoMeTpHn JIEBOTO JKEeMy0uKa
y 10HOIIEeH ¢ MaphaHOUIHOW BHELITHOCTHIO

Mapdanonanas
Kontponn
ITokazarens BHEIITHOCTb (n=32) p
(n=26)

MKII, mm 8,82+1,15 8,21+1,10 0,04
3C, mm 8,33+0,82 7,73+1,09 0,02
DB, % 67,04+5,82 66,22+6,75 0,62
MM, r 157,58+£52,37 | 134,95+45,16 0,08

UMM, r/m2 85,9+24,7 75,2+21,8 0,08

IIpumeuanne: MIKIT — mexokenynoukoBasi HEperopoaka;
3C — 3axuss crenka; @B — ¢paxuus BeiOpoca; MM —
macca Muokapaa; MMM — nHziexc Maccel MHOKap/a.

Tabmauma 2

MopdomeTrpuaeckie XapaKTepUCTUKH JEBOTO
HKEJTY104Ka y JIMIL CTapIIUX BO3PACTHBIX IPYMIT
¢ Map(haHOUIHON BHEIIHOCTHIO

MapdanonnHas
KonTpons
IToka3zarens BHEIIHOCTh (n=286) p
(n=25)
Bospacr, sner 62,1+5,3 60,3+6,1 0,19
[Toxn, My>Ku4nHBI 16-64,0% 45-52,3% 0,30
MXII, mm 11,5+1,2 10,5+1,3 0,0008
3C, Mmm 12,6+1,4 11,7+1,5 0,008

IIpumeuanne: MIKIT — mexokemynoukoBas Ieperopoxa;
3C — 3a1Hs5 CTEHKA.

ypoBHe. B Tex ke cerMeHTax Ha 0a3ajJbHOM yPOB-
HE OIpE/ENAeTCS U CHIDKEHUE CKOPOCTH painaib-
Hot nedpopmanuu JIK. Cropocth nedopmanuu Ha
BEPXYIIEYHOM YPOBHE HE OTIIMYAIach B OCHOBHOM
U KOHTPOJBHOH Tpynnax. [mobanpHas cuctonmye-
ckas ckopocth PJl y nun ¢ MB noctoBepHO He
pasyinuanack ¢ KOHTPOJILHOU Tpymmoii (puc. 2).

SAKMHO4YEHUE

[TomydeHHbIC aHHBIE O PA3BUTHH Y MallUCH-
ToB ¢ MB pemonenuposanus JIK, 3akmouarornie-
rocs B yTOJNIIEHUN MUOKap/ia U YBEIMYCHUN Mac-
Chl MHOKapjAa, TOATBEPXKAAIOT IMPABOMEPHOCTb
otHecenuss MB Hapasae ¢ CM k rpynne ¢pubpui-
JIMHOTIATHI. AHAJIOTUYHBbIC JTaHHBIE O PA3BUTHH
runieprpodun Mmuokapaa JIXK onmceiBarores y na-
nuentoB ¢ CM [27, 28, 30]. Takum ob6pa3zom,
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Puc. 1. 3HaueHUs NUKOBOW CHCTOMMYECKOH HUPKYIAPHON Aedopmanun (CIeBa) U ee CKOPOCTH (CIpaBa) y MOJIOABIX MAIHUEH-
TOB ¢ Map(haHOMIHOH BHENIHOCTBIO. TeMHO-cepast INTPUXOBKA — CTATUCTHYECKH JJOCTOBEPHOE CHIKEHUE BETHYUHBI 1
CKOPOCTH JehopManuy; CBETIO-Cepasi IITPUXOBKA — CTATUCTHYECCKHU JJOCTOBEPHOE MOBBIIICHHE BEIUYMHBI 1 CKOPOCTH
nedopmannu; Oenblil [BeT — 0e3 CYIISCTBEHHBIX Pa3IUYMil 10 CPABHEHHUIO ¢ KOHTPOJIEM

Puc. 2. 3HaueHus MMKOBOI CHCTONMYECKON painalibHOI Aedopmaruu (cieBa) 1 ee CKOpPOCTH (CripaBa) y MOJIOABIX MAIlUEHTOB C
Map(aHOHIHON BHEIIHOCTHIO. TeMHO-cepast IITPUXOBKA — CTATHCTUYCCKH JOCTOBEPHOE CHIKCHUE BEIHYHHBI U CKO-
pocTu aedopMaImu; CBETIO-Cepasi IUTPUXOBKA — CTATUCTHYCCKU JOCTOBEPHOC MOBBILICHHE BEIMYUHBI U CKOPOCTH
nedopmannu; 6enblil [BeT — 0e3 CYIIECTBEHHBIX Pa3IMYHil 10 CPABHEHHUIO ¢ KOHTPOJIEM

MOKHO TOBOPUTH 00 OZHOTHUIIHOCTH H IPOTPEAH-
SGHTHOCTH N3MCHECHUH CO CTOPOHBI CEpANa y Malu-
entoB ¢ HHCT, xapakTepu3yromumMics KOCTHBIMU
ImpU3HaKaMu An3sMOpuoreHesa. Ecnu B Mononom
BO3pacTe pedb HJAET 00 OTHOCHUTEIHHO OOJBIINX
3HAQUEHMSIX TOJLIUHBI MHOKap[a, HE BBIXOASILIUX

3a TMpejesbl BO3PacTHOM HOPMBI, TO B CTapLINX
BO3pacTHBIX rpynmnax (mocie 50 JieT) y yacTu mna-
[IUEHTOB BBISBIISAIOTCS YK€ 3HAUMMbIE IMPHU3HAKH
koHeHTpuueckor runeprpodun JIK. Paszputue
KOHIeHTpruueckoi runeprpodun JIK y mamuenTo
¢ CM coueraercs CO CHUKEHHEM CHUCTOIMYECKOM
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pErMoHapHON  COKpaTUTENbHOM  CIOCOOHOCTH,
OMMCaHHOH yxe B MosionoM Bo3pacte [10]. Takue
K€ U3MEHEHHUs Pa3BUBAIOTCS U y MOJIOABIX Malu-
exnToB ¢ MB [19, 21, 23].

Oxazanock, 4To 0OJbINas TOJNIIMHA MHUOKapaa
JOK y Takux manueHToB COYETaeTCs CO CHUKEHU-
€M BEJIMYHUHBI U CKOPOCTH CUCTOJIMYECKON ITHPKY-
TNApHOH W paguanbHOi nedopmanuu. BeisBieH-
HOE TaK)Ke HEKOTOPOE MOBBIILICHUE BEITUYHHBI pa-
JIMabHOW W UUPKYyJsipHOW  nedopmanuii B
HekoTopblx cermeHnTax JIXK Hocut, mo-suanMomy,
KOMIIEHCATOPHBIN XapakTep, HallpaBJIEHHBIH Ha
COXpaHEHHE TIO0ATBLHOW CHUCTOIMYECKON (yHK-
uun JDK. MoxxkHO mipeamnonarars, 4To y ManueHTOB
CTaplliuX BO3pacTHBIX Ipynn ¢ MB BblsiBieHHAs
KOHIIeHTpu4eckas runeprpodus JK Oyner coue-
TaThCsi ¢ Ooliee BBIPAKCHHBIM CHUKCHHEM JIO-
KaJIbHOM CUCTONMYECKOW AedopMmaly MUOKapaa
U KJIMHUYECKUMH IPOSBICHUSAMHU CEepACYHOU He-
JIOCTaTOYHOCTH.

B kauecTBe NATOreHETHYECKOTO MeEXaHHU3Ma
OIMCAHHBIX U3MEHEHUH CJe1yeT BbIACIUTD aKTH-
BaIlMI0 CUTHAJIBHOTO MYTH TPaHC(HOPMHUPYIOIIETo
¢akropa pocta-f (TGF-B). U3zBecTHO, uTO aKkTH-
BaIlMsl 3TOTO IIUTOKMHOBOTO KacKaja XapakTepHa
g Bcex 00nbHBIX CM M MOJI0OBHUHBI ITALIMEHTOB
¢ [IMK u MB [22]. Ogaum u3 3QpeKkToB akTHBa-
uun TGF-B sBnsercs passurue pudpo3a muo-
KapJa B MeCTe MPHUKPEIJICHUS MNaluUISIPHBIX
Ml y nauueHtoB ¢ MIIK. Ilokazano, 4yto ¢
aktuBHOCTBI0O TGF-f accommmpoBana  MHKCO-
MaTO3Has JereHepanus CTBOPOK MUTPaIbHOTO
kinanana npu [IMK. EcTs ocHoBanus mosarars,
YTO OIpPEACNICHHBIN BKJIAX JOKalbHBIH (UOPO3
MHOKapJa BHOCUT B I'€HE3 JKEIYJIOYKOBBIX Hapy-
IIEHUH CepJeYHOro puUTMa y MAIMeHTOB ¢ (u-
opummnHonatuamu — CM, [IMK u MB. Kpome
TOTO0, MOXHO MpeArojararb HaJlWu4yue TeHeTH4e-
CKH OOYCIOBICHHOTO Je(eKTa COCIUHUTEIb-
HOTKAaHHOTI'0 KapKaca cep/la y TaKuxX HalUueHTOB,
YTO MPUBOAUT K JIUCIIACTUYECKOMY PEMOJIEIu-
POBaHHUIO Cepllla M MarucTpalbHBIX COCYIOB.
DTO MposBIsSeTCS OOIBIIMM YUCIOM MaJIbIX aHO-
Malluii ceplla, pacliupeHueM KOPHS aopThl,
dbopMupoBaHUEeM 0oJiee TOJICTOIO U MEHEEe KOM-
MaKTHOIO MHUOKaplaa ¢ pa3o0lIeHHeM COKpalie-
HUA OTAENIbHBIX cioeB Muokapaa JIK.

Taxum 00pazoMm, BISIBIIEHHE KOCTHBIX MPHU3HA-
KOB JM35MOpHOreHe3a M BblIEJICHHE TaKoro IUc-
TUTACTHYECKOTO (PEHOTHIIA, Kak Map(aHOUTHAS
BHEIIHOCTD, [103BOJIAET C BBICOKOH CTENEHbIO Be-
POATHOCTH NPOTHO3UPOBATh Pa3BUTHE PEMOJEIIU-
pOBaHMS Cepllla W TOSBICHUE CHCTOIUYECKON
IucHyHKIMK y Takux nanueHtoB. Jluma ¢ MB
JIOJKHBI pacCMaTpUBAThCs KaK TPYIa BBICOKOTO
pHUCKa pa3BUTHs 3HAYMMBIX U3MEHEHUU CO CTOPO-

HBl CEpJEYHO-COCYAUCTOH CHUCTEMbI, HMEIOLINX
MPOrPEAUEHTHOE TEUEHUE C MAKCUMYMOM IPOSIB-
nenuit mocie 50—60 ner. [lanpHelas pazpadoTka
9TOH TEMBbl C MPUBJICUEHUEM IOMOJHUTEIbHBIX
MHCTPYMCHTAJBHBIX M J1a0OpPaTOPHBIX MCCIIEI0BA-
Hu#, B ToM uuciae MPT cepaua, ”MMMYyHOTHCTOXU-
MHYECKHX AHAJIM30B, & TAKXKe THCTOJIOTHYCCKUM
U3yUYCHHEM CTPYKTYpBl MHOKap/a MOIJIN ObI yTOU-
HUTb XapaKkTep U3MEHEHUI CcepacuHO-COCYAUCTOM
CHCTEMBI y MALUEHTOB C JUCIIACTHYeCKUMHU (e-
HOTHUIIAMU, TPOSBIISIIOIIMMUCSA KOCTHBIMU MTPHU3HA-
KaMU JU35MOpuoreHesa.
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