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PEMOAE/IMPOBAHUE CEPOLA U MATUCTPAJIbHBIX COCYAOB Y NALMEHTOB
C MAPOAHOUAHOW BHEWHOCTbIO
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[ns MHOrMX HacneaCcTBEHHbIX HapylweHuit coeanHuTensHon Tkaum (HHCT), B nepByto ovepeab — cuHapoma MapdaHa (CM),
OMWCAHO pPeMOAENUpPOBaHUE CepaLa M MarucTpasbHbiX COCYAOB, MPOSBASIOWEECS CHUXKEHMEM CUCTONMYECKON (DYHKLUK
NIEBOTO Xenyaoyka M pacluMpeHuWeM rpyaHoro otaena aopTbl. OueHka MophOMETpUYECKMX XapaKTEPUCTUK cepaua U Ma-
rMcTpanbHbiX cocynos y nuu ¢ apyrumu HHCT, B yacTHOCTM MapdaHouaHoM BHelwHocTblo (MB), paHee He npoBoamnace.
Marepuanbl u Metoabl. O6cnenoBaHo 284 naumenta: 90 toHowel U 74 peBywku B Bo3pacTe oT 18 po 25 net, a Takxe
111 nauMeHTOB CTaplwMX BO3PACTHbIX FPynMn CO CTaOMAbHBIM TEYEHMEM WLLIEMUYECKOW GonesHu cepaua (CpefHWid BO3-
pacT 64,6 £ 6,2 net) n 9 nauneHToB ¢ BepudumumposaHHbiM CM (cpenHuii Bo3pacT 27,9 = 9,3 net). BceM naumeHTam BbinonHe-
HO GeHOoTUMMYeCcKoe M aHTponoMeTpuyeckoe obciefoBaHUe C BbiSIBIEHWEM KOCTHbIX MPU3HAKOB AM33MOpUOreHesa, a Takxe
axokapamorpaduyeckoe (3xoKl) nccneposaHme no cTtaHaapTHOMY npoTokony. Pesynbrarel. Y toHowel ¢ MB no cpaBHeHuio
C rpynnov KOHTpons (He 6onee 2 KOCTHbIX MPU3HAKOB) BbISIBNEH CPAaBHUTENBHO BONbLUWI AnamMeTp KOopHs aopThbl (30,4 £ 4,7 vs
28,0 + 3,6 MM, p = 0,03) u BOCXOASALLErO OTAENA a0PThl (26,6 4.9 vs 24,6 + 3.2 MM, p = 0,05). Takke y toHowel ¢ MB okazancs
3HauUMMO TOMLE MUOKapA 3afHel CTeHku nesoro xenypouka (8,3 0,8 vs 7,7 £ 1,1 mm, p=0,02) n Mexxxkenyao4ykoBoi nepe-
roponku (8,8 £1,2 vs 8,2 = 1,1 mm, p = 0,04). [Mpu npoBeLeHNn KOPPENSLMUOHHOrO aHanM3a Obinun BbiSIBNEHbI 4OCTOBEPHbIE NO-
NOXUTENbHbIE KOPPENALMOHHbIE CBA3M MEXAY TaKMMU BbICOKOCTELMPUUHBIMU KOCTHBIMU NPU3HAKaMK, Kak apkoBuaHoe HEGO
(r=0,31), BopoHKoob6pa3Haa aedopmaums rpyaHon knetku (r=0,43), apaxHopgaktunus (r=0,45) n 3HaueHusaMu Z-kputepms
(p < 0,05 png Bcex). PaclumpeHue kopHa aopTbl (Z-kpuTtepuit >2,0) BbiSiBNEHO Y 24 % NauMeHTOB CTApLUMX BO3PACTHbIX rpynmn ¢ MB.
3aknoueHue. Y naumeHToB ¢ MB BbISIBNSIOTCS CyLWeCTBEHHbIE CTPYKTYPHble M3MEHEHUS CepALa U MarucTpanbHbiX COCYAOB,
KOTOpPble HOCAT MPOrpeiMeHTHbI XapakTep — yTOJLEeHWe MUOKApAa NeBOro Xeyaodka M pacluMpeHue KOpHS aopTbl.

KntoueBblie cnoBa: pacwimpeHne aopTbl; runepTpodus NeBoro Xenynoyka; HacneacTBEHHble HapylweHusa (aucnnasum) co-
€ANHUTENIbHOM TKaHM.
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For many hereditary connective tissue disorders (HCTD), especially Marfan syndrome, remodeling of the heart and main
vessels is described, which is manifested by a decrease in the systolic function of the left ventricle and expansion of
the thoracic aorta. Evaluation of morphometric characteristics of the heart and main vessels in patients with other
HCTD, in particular - marfanoid habitus (MH) has not been previously carried out. Materials and methods. We exa-
mined 90 young men and 74 young women between the ages of 18 to 25 years, 111 patients older age groups with
stable over coronary heart disease (mean age 64.6 + 6.2 years) and 9 patients with verified Marfan syndrome (mean
age 27.9 £9.3 years). All survey phenotypic and performed anthropometric survey identifying bone signs of dysem-
bryogenesis as well as Echocardiography study on standard protocol. The results. Patients with MH as compared
with control group revealed a relatively larger diameter of aortic root (30.4 +4.7 vs 28.0 + 3.6 mm, p=0.03) and the
ascending aorta (26.6 £ 4.9 vs 24.6 £ 3.2 mm, p = 0.05). Also young with MH turned out to be significantly thicker myo-
cardium of left ventricular posterior wall (8.3 0.8 vs 7.7 £ 1.1 mm, p =0.02) and interventricular septum (8.8 +1.2 vs
8.2 #1.1 mm, p=0.04). When performing correlation analysis identified reliable positive correlation between such highly

@ Mlegpnarp. 2019.T. 10. Bein. 5 / Pediatrician (St. Petersburg). 2019;10(5) elSSN 2587-6252



28

OPUTWUHANDBHBIE CTATbU / ORIGINAL STUDIES

specialized bone signs as high palate (r= 0.31), infundibular deformation of the chest (r= 0.43), arachnodactyly (r = 0.45)
and Z-test (p < 0.05 for all). Expansion of the aorta (Z-criterion >2.0) have found 24% of older patients with MH.
Conclusion. In patients with MH revealed significant structural changes of heart and main vessels which are progre-
dient character - thickening of the left ventricular myocardium and expansion of the aortic root.

Keywords: expansion of the aorta; left ventricular hypertrophy; hereditary (dysplasia) connective tissue disorders.

Jns MHOTMX HaclieJICTBEHHBIX HapyIIeHUM coelu-
nutensHoil Tkanu (HHCT) xapaxkrepHo paszButue pe-
MOJICJIMPOBAHUS CEpAlla U MarucTPaJbHBIX COCYIOB,
B NEPBYIO O4Yepellb — aOPThI, YTO 3a4acTylO0 OIperae-
JSIeT KIIMHUYECKYIO0 CUMIITOMAaTUKY U [IPOTHO3 Y TaKUX
narenToB. Hanbonee M3y4eHHBIME B 3TOM TUTaHE SIB-
nsitotes knaccuduuupyembie HHCT, umeronue cormna-
COBaHHbIE MEKAYHAPOAHBIEC aJTOPUTMBI AUATHOCTUKH,
Takue Kak cuHapoMel Mapdana (CM) u Dnepca—Jlan-
1o (CD]I), a Taxke MEPBUYHBIN TTPOJIAIIC MUTPATEHOTO
KJlarmaHa. MHOTHE aBTOpHI YKa3bIBAlOT HA CHIDKEHHE
100aJbHOM W JIOKAJbHOM CHCTOIMYECKOH (yHK-
LMY JIEBOTO JKENyAOYKa y TaKUX ManueHtos [1, 5-8,
18, 20]. CHmxenne nedopMariyd JIEBOTO JKEIYJ0UYKa
npu CM coueTaercst ¢ yTOJIEHHEM MHOKapAa JIeBO-
TO XKeNyJA0uKa, MPEHMYIIECTBEHHO — MEXIKEeITyJ0UKO-
Boil meperopoaxu. Kpome Toro, st nanuento ¢ CM
n COJl xapakTepHO pacHIMpeHHe TPyAHOro OTAesa
A0pThl € MOCIEAYIOIIEH ee AMCCEKUUEH, YTO acCoLu-
HPOBAHO C BBICOKOH JIETAJILHOCTBIO TaKUX MAallUEHTOB
u TpeOyeT NPOBEJCHUS CBOCBPEMEHHOTO XUpypruyie-
cKoro BMmemiaTenbcTBa [17].

B 1o xe Bpems, puOpwiIMHONATHH, K KOTOPBIM
otHocat CM m poactBennsle emy HHCT, xapaxre-
PHU3YIOTCA B OCHOBHOM KOCTHBIMHU TPU3HAKAMH JU33M-
OpuoreHesa. JTH e TPU3HAKH SIBISIOTCS Hambolee
creun(pUIHBIME 7151 BBISIBJICHUS TAKOTO TUCTIIIaCTHYC-
ckoro (heHorumna kak MB [3, 13]. Anroput™m nuarso-
cTUKH MB 0CHOBaH Ha BBISIBICHHM YETHIPEX KOCTHBIX
MIPU3HAKOB, K KOTOPBIM OTHOCAT JIOJUXOCTEHOMEIHIO,
apaxHOJAKTWIINIO, KWJIEBUIHYI0 U BOPOHKOOOPA3HYIO
nedopMay TPYAHOH KIETKH, CKOJTMOTUYECKYIO [e-
(dopMario MO3BOHOYHMKA, IUIOCKOCTONHE, BajbrycC-
HYI0 1e(OopMaInio CTOIBI, ApKOBUIHOE HEOO, TUIICBBIC
Ju3Mopduu (HapylIeHue MPUKyca U HapyIIeHUs] pocTa
3y0oB u np.) [14]. B cBsizu ¢ HU3KOM creunpuuHO-
CTBIO TAaKHX IPHU3HAKOB, KaK CKOJIHOTHYecKas aedop-
Malys IO3BOHOYHMKA M IUIOCKOCTONHME U TeM (hak-
TOM, 4TO OOJBIIMHCTBO TAaKWUX MPHU3HAKOB BBISABIISAETCS
3HAQUUMO dYalle Yy JIHI MY)KCKOTO Iojia, HaMH OBLIH
MepPEeCMOTPEHBl TMarHocTuueckue kputepun MB [4].
CornacHO yTOYHEHHBIM KpuTepusiM, MB BbIsBisieTcs
y 16 % mpaxTrueckn 3M0pOBBIX foHOMIEH U 9 % ne-
Bymrek (p <0,05) [4].

C npuznakamMu MB accoumupoBaHbl CTPYKTypHBIE
AHOMAJIUM CO CTOPOHBI CEPAECYHO-COCYAMCTON CHCTe-
Mbl — y TAaKMX HAaLUCHTOB Yallle ONPEICISIOTCS 3Ha-

YUMBIE MaJjible aHOMaJIMH CepIla — IPOJIATChl KiIara-
HOB, aCUMMETPHS A0PTATBHBIX TOMYTYHHUN, aHEBPU3Ma
MEXKIIPEICEPIHON TEPErOPOAKH, JIOKHBIE XOPIbI IEBOTO
enynouka [11]. 9T u3MeHeHus: COeqMHUTEIbHOTKaH-
HOTO KapKaca cepJilla COMPOBOXKIAIOTCS YacThIM BBI-
SIBIICHUEM BETETATUBHOW NUCOYHKIMH U Pa3THIHBEIMHU
cepaeunbiMu aputMmusmu [10, 15]. M3BecTHO Takxe,
YTO JUIsl MalnueHToB ¢ MB yxe B M010740M BO3pacTe
yaaeTcs BBIABHTH CKIIOHHOCTh K OOCIHEHHWIO KOCTHOM
TKaHU COJIIMH KaJIbITUS Ha (JOHE aKTHUBAIIUH TPOIIEC-
coB ocreopesopbiuu [12]. OaHako oreHKa Mopdome-
TPUYECKUX XAPAKTEPUCTUK CEPAlla U MATUCTPATBHBIX
cocynoB y auil ¢ MB panee He mpoBOIUIIACE.

Hacrosimiee uccnenoBanune TPEANPUHSITO C Yenblo
OIIEHKH MOP(OCTPYKTYPHBIX XapaKTEPHCTHUK Cepira
U TPYJHOTO OTAENIa aopThl y ManueHToB ¢ MB B pas-
JUYHBIX BO3PACTHBIX TPYMIAX.

MATEPWANbI U METOAbI

Bcero oOcnemoBano 284 mamnmeHTta, Cpeid HUX:
90 ronomeit u 74 aeBymku B Bozpacte ot 18 1o 25 ner,
111 manuMeHTOB CTapIIMX BO3PACTHBIX IPYII CO CTa-
OWJIFHBIM TEYCHHEM WIIEMUYECKONH OOJIe3HH cepia
(cpemumuit Bozpact 64,6 £6,2 1eT) W 9 TAIMEHTOB
C BepU(HIMPOBAHHBIM JAMArHO30M cuHApoma Mapda-
Ha (cpennuil Bo3pacT 27,9 + 9,3 ner). Becem obcne-
JOBAaHHBIM BBITIONHEHO ()EHOTHIIMYECKOE W aHTPOIO-
METpHUYECKOe 00CIIeIOBaHNEe C BBISBICHHUEM KOCTHBIX
TIPU3HAKOB TU3IMOpHOreHe3a, a Takke IOxoKI -mccme-
JIOBaHHE T10 CTaHJAPTHOMY IPOTOKOIY.

Juarnoctuxky MB ocymectsiusinu cormtacHo Poc-
CHUHMCKHM PEKOMEHIAIMAM C YYETOM YTOUYHEHHBIX
KpUTEpHUEB W BO3PACTHBIX OCOOCHHOCTEH KOCTHBIX
npusnakoB [4, 9]. K MB (ocHoBHas rpyrmma) OTHO-
CHJIM I, WMEIOIIMX HE MEHee YeThIpeX IpH3Ha-
KOB, CpeIH KOTOpBIX OBLIO 00s3aTeNbHBIM COuYeTa-
HUE apaxHOMAKTHINY (BBISIBICHHE IO KpailHeW Mepe
OJTHOTO CHUMNTOMa — OOINBIIOTO Taiblla WU 3aIs-
CThSI) M TOJUXOCTEHOMEIUHU (BBIMOJHCHUE XOTSI OBl
OIHOTO KOX(PHIMEHTa — OTHOUICHHE pa3Maxa pPyK
K pocty >1,03 U COOTHOILIECHUE BEPXHEr0 U HUKHETO
cermenToB Tema <0,89) [13], a kpome TOrO, HAIH-
gue ABYX CHCHU(PUIHBIX MPU3HAKOB — medopmariimm
IPYIHOW KIETKH WM BBICOKOTO apKOBHIHOTO HEOA.
B To ke BpeMsi U3BECTHO, YTO CHEUU(UIHOCTD TaKUX
MIPU3HAKOB, KaK CKOJIMOTHYECKas JedopMaius 1mo3BO-
HOYHHMKA W TUIOCKOCTONHE Y JIMI[ CTAapIIero Bo3pacTa
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KpaiHe HU3KH, & CHUKEHHE BBICOTHI MEKITO3BOHOYHBIX
JIUCKOB ¥ CBS3aHHOE C 3TUM YMEHBIIIEHHE POCTa MO-
JKET TIPUBOIUTH K HEBEPHOMY pacdery Kod(puimeH-
TOB JOJIMXOCTECHOMETHH [2].

OcHoBHast Tpynna (opMUpoOBaacCh U3 MALUCHTOB,
YIOBIETBOPSIIOIINX YTOUHEHHBIM KputepusM MB [4],
KOHTPOJIbHAS TPyNIa — W3 TAIHEHTOB, y KOTOPBIX
mpu  (PEHOTUITHICCKOM O0OCTICIOBAaHNN BBISBISUIOCH
He Oosiee JIByX KOCTHBIX IMpPH3HAKOB. B rpymme smig
MOJIOOTO BO3pacTa YYHMTHIBaJach TaKXKe TeHIEpHas
MIPUHAUICKHOCTh  oOcienyeMbix. Cpeau  FOHOIICH
B OCHOBHYIO rpymmy (MB) Bomutn 26 4enoBek, B KOH-
TPOJBbHYI0O — 32 4enoBeKa, B TPYyIIE JIUI] KEHCKOTO
1ojla MOJIOZIOTO BO3pacTa B OCHOBHYI0 Tpymnmny (MB)
BOIIM 24 yenoBeka, B KOHTpoOibHYI0 — 50 manuen-
Tok. Cpenu MarMeHTOB CTapIInX BO3PACTHBIX TPYII
copmupoBana ocHoBHas rpynma (MB) u3 25 gemoBek
U KOHTPOIIbHAS C eIMHMYHBIMH KOCTHBIMHU NpH3HAKa-
MU — 86 MalMeHTOB.

Pacimmpenne KopHSI aopThl OLEHUBAJIOCH MO 3HAYe-
HUIO Z-KpuTepust >2 [yl HalMeHTOB B BO3pacTe crap-
me 20 et u Z-kpurepust >3 111 MALUEHTOB MOJIOXE
20 ner. Pacuer Z-kpurepus: Z = ([AKa — JI/IKa) / k, tne
k st Bo3pacta g0 20 ser — 0,18; ot 20 g0 39 mer —
0,24; crapme 40 ner 0,37, OKa — nuamerp
KOpPHsI aOpThl Ha ypOBHE CHHYCOB BanbcaibBbl, CM;
JJKa — no/kHbBI AuamMeTrp KOpHS aopThl, CM.
Pacyer nomkHOrO Auamerpa aopThbl Ui JAHHOTO BO3-
pacra: JJ[IKa=1,92 + 0,74 - IIIIT [21]. Ilnomane mo-
BepxHoctu Tena (I1I1T) paccunteiBanace o dopmyse
Hrobya [9].

CratrcTKa: KOINMYECTBEHHBbIC JAHHBIC IpeJ-
CTaBJIEHbl KaK CpeJHee + CTaHJapTHOE OTKJIOHEHHE.
3HaYMMOCTb Pa3NUYUi KOJIMYECTBEHHBIX MPU3HAKOB

ompenesuiachk IMpH HOMOIIM HEmapaMeTPUYECKUX
MeTO0B (KpuTepuil YuikokcoHa—MaHHa— YUTHH,
p <0,05), Mexay TpymnmaMu M0 4acTOTe W3y4aeMOoTo
MpHU3HAKA OMpEeJelsiiach 1Mo ABYCTOPOHHEMY TOYHOMY
kpureputo Pumepa (p <0,05). JluneitHas B3auMo-
CBSI3b KOCTHBIX IMPHU3HAKOB M 3HAUYCHUS Z-KPUTECPHUS
OIICHMBAIACh C TOMOIIBIO KOAPPHUIIMEHTA PAHTOBOM
koppermsmuu Crimpmena (p < 0,05). s moaTBepik-
JICHUSI CBSI3W KOCTHBIX MPHU3HAKOB C PEMOJCIHPO-
BaHUEM AaopThl NPOBOJMIICSA KIACTEPHBIM aHaIHU3
B TpYIIIE FOHOIIEH ¢ OOJIBIIMM YHUCIOM KOCTHBIX MPH-
3HakoB (45 uenosek). (Cratuctmueckas oOpaboTka
JIAHHBIX ObLIa BBITIOJHEHA MPH MOMOIIU MPOTPaMMBI
Statistica 8 (StatSoft, Inc., CIIIA).)

PE3YNbTATDI

CHavayla ObUTH TIpOaHATU3UPOBAHBI MOPHOMETPH-
YECKHE TIOKA3aTeNId CEPIIa CPEAN MOJIOIBIX JIUI MYXK-
ckoro noja. B ocHoBHyIO rpymnmy Bouuiu 26 roHOLIeH
¢ MB, B KoHTpOJbHYI0 — 32 ManueHTa ¢ ¢AUHUYHbI-
MU KOCTHBIMHU TIpu3HaKamu (tabm. 1).

VY 1oHomeld ¢ MB 1o cpaBHeHHIO ¢ TPyNION KOH-
TPOJIS BBISBIICH CPABHUTEIIHLHO OOJBIIHMIA TUaMeTp Kop-
HS aOpThl M BOCXOJSINIEro ee oraena. Takxke y 1OHO-
meit ¢ MB okasancst 3Ha4MMO TOJIIEe MUOKap[ 3aAHEH
CTEHKH JIEBOTO KETyI0uKa U MEXOKETYIOYKOBOH Tepe-
TOPOAKU. DTO OOBSICHSICT TCHACHIUIO K yBEIHMUCHUIO
MacChl M MHAEKCAa MacChl MUOKap/aa y JIMI OCHOBHOM
TPYIIIIBL.

Jiis  ToATBEpKIEHUS CBS3M JTUAMETpa aopPTHI
M KOCTHBIX TIPWU3HAKOB JU3OMOpPHOTeHE3a B TPYyIIe
FOHOIIEH ¢ OOJIBIIUM YHCJIOM KOCTHBIX IIPU3HAKOB
(He MeHee dYeThIpeX) IMpPOBEACH KJIAcTEpHBIN aHa-
JU3, B pe3yjIbTaTe KOTOPOro OBUIO CPOPMHPOBAHO J[BA

Tabnuya 1 / Table 1

lNokasaTtenu MmopdbomeTpum cepaua 1 aopTbl Y KOHOLWEN ¢ MapdaHOMAHOW BHELLUHOCTbIO
Indicators of heart and aorta morphometry in young men with marfanoid habitus

ITokazarens / Indicator MB / MH (n=26) Kontpouns / Control (n = 32) P
KopeHb aopTbl, MM /
+ +
Root of the aorta, mm 30.4£4,7 28,0£3,6 0,03
Bocxopamas aopra, mu / 26,6 + 4.9 24,6 +3,2 0,05
Aorta ascending, mm
MemmenygquOBaﬂ eperopojika, Mm / 8.8+1.2 82+ 1.1 0.04
Interventricular septum, mm
3anHss CTEHKa JIEBOTO JKEMY/I0YKa, MM / 8.3+0.8 77411 0.02
Left ventricular posterior wall, mm
Macca muokapna, r / 157,5+ 52,3 134,9 + 45,2 0,08
Myocardial mass, g
2
Hrnexc maccel MHOKapna, i/ 85,9 + 24,7 75,2+ 21,8 0,08
Myocardial mass index, g/m

IIpumeuanue. MB — MapdoHOUIHAS BHEITHOCTD.
Note. MH — marfanoid habitus.
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Fig. 1. Phenotypic characteristics of young men (> 4 bone signs) of 1 and 2 clusters. IDC - infundibular deformation of the chest,
*p<0.005
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Puc. 2. InameTp KOpHA U BOCXOASALLE aopThbl Y IOHOWENH 1-r0 U 2-ro Knacrepos
Fig. 2. The diameter of the aorta root and aorta ascending in young men of cluster 1 and 2

KJIaCTepa, CPaBHUTEIbHAS XapaKTEPHCTHUKA KOTOPBIX
MpeJcTaBlicHa Ha puc. 1.

CdopMUpoBaHHBIE KIIACTEPHI TOCTOBEPHO PA3TUYATUCH
MO KOJIMYECTBY KOCTHBIX MPU3HAKOB — CPEITHEE MX YHC-
JI0 OKa3anoch BeIme B kinactepe 1 (4,9+0,6 u 4,3+0,5,
p=0,00001). TocroBepHo Bbiie B Kiactepe 1 uacrora
TaKMX 3HAYMMBIX TPU3HAKOB, KaK JiepopMarys TpyaHOR
KJICTKH, apaXHOJAKTHIIMS, & TaKKe JONMXOCTCHOMEIHSL.

Janee B copMupoBaHHBIX KiiacTepax ObLT OmpeseicH
JIaMeTp KOPHsI M BOCXOJISIIEH aopThl (puc. 2).

V 1oHomieit kmactepa 1 okazaics 3HAYMMO OOJIbIIIE
muamMeTp KopHs (28,7 + 3,6 vs 26,6 = 2,8 mMm, p = 0,03)
U Bocxomsmmiel aopTtel (25,5+2,5 vs 23,6 £2.9 mwm,
p=0,05). Dro moxaTBepKIACT CBSI3b CHEIUPUIHBIX
KOCTHBIX TPU3HAKOB C PEMOJICIIMPOBAHUEM T'PYIHOTO
oTJena aopThl y manueHTtoB ¢ MB.
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Tabnuya 2 / Table 2

MopdomMeTpuueckmne XxapakTepucTMKm CepALa U MarncTpasbHbIX COCYA0B Y MALMEHTOB CTapLIMX BO3PACTHbIX rpynn ¢ Mapoa-

HOMOHOM BHELHOCTbIO

Morphometrics of the heart and the main vessels in patients at older ages with marfanoid habitus

[Toxazarens / Indicator MB /MH KOCHoTlft(r)glb / §2
(n=25) (n = 86)
Kopens aoptsl, MM / Aorta root, mm 36,5+49 33,9+3,4 0,003
Z-xputepuii / Z-criterion 1,09 + 1,26 0,23 +0,85 0,0001
Jlerounas aprepust, MM / Pulmonary artery, mm 23,5+0,9 22,1+1,1 0,00001
JleBoe mpencepaue, mm / Left atrium, mm 429+1,9 412+1,5 0,00001
MesxokenynoukoBas meperoponka, MM / Interventricular septum, mm 11,5+ 1,2 10,5+ 1,3 0,0008
3amHss CTEHKA JIGBOTO Keryaouka, MM / Left ventricular posterior wall, mm 12,6 £1,4 11,7+ 1,5 0,008

Ipumeuanue. MB — mapdanoniHas BHEIIHOCTb.
Note. MH — marfanoid habitus.

AHaNOTUYHBIN aHaIM3 MOPHOMETPUIECKUX XapaKTe-
PHCTHK cepiia ObUT MPOBEICH Cpeny ACBYILEK C IMpH-
3HakamMu MB. Bpumn momyueHsl Te ke pe3ynbTarhl,
CBUJICTETIHCTBYIOIINE O OOINBIIEM JTUaMeTpe HadaIbHOU
U BocxoJsnie aoptel y aesyniek ¢ MB. Kpome Toro,
JieBylikaM ¢ MB 1o cpaBHEHHIO ¢ TpyNnoi KOHTPOJIsS
CBOMCTBEHHBI OOJbIIasl TONIIWHA 3aJHEH CTEHKH Je-
BOro xenymouka (8,2+1,2 vs 7.5+ 1,1 mm, p=0,02)
W CBSI3aHHAs C ATUM TEHJCHIMA K YBEIMUYCHHUIO WHIIEK-
ca maccel muokapaa (79,4 + 12,7 vs 70,9+ 14,2 t/m?,
p=10,02).

TakuM 00pa3oM, NPOBEACHHBIE HCCICAOBAHHS T10-
3BOJISIFOT yTBEPIKIaTh, YTO Y JIMI] MOJIOJIOTO BO3pacra
¢ npu3HakaMd MB J0CTOBEpHO BbIIlI€ 3HAUEHUS JMa-
MeTpa KOpHS aopThl. OfHAKO ClIelyeT TOIUYepKHYTh, YTO
HH Y OJJHOTO OOCIICZIOBAHHOTO HAMH TAIMEHTa MOJIOIOTO
BO3pacTta He ObUIO BBIBICHO 3HAYMMOTO DPACLIMPEHUS
aopThl (BenmmunHa Z-KpUTepust He npesbimaia 2,0). Peup
MOXKET UJITH TOJTBKO O CPAaBHUTEIBEHO OOJIBIIIEM THAMETPE
aopthl y Jiuil ¢ MB 10 CpaBHEHHIO C JMIIAMUA TOTO e
BO3pacTa, UMEIOIIMMH €AMHUYHbIE KOCTHbIE NPU3HAKH.
HamomuuM, uto M aBTOpBI I€HTCKMX KpUTepHeB ua-
rHOCTUKH CM OTMEYaroT, 9TO KIIMHWYECKH 3Ha9MMOe
pacmmpeHre aopThl TPU ITOM 3a00JTE€BaHMH HEPEIKO
MOXKET ObITh OOHapyXKeHO TONbKO B Oolee crapiieMm
Bo3pacte [19]. B Hamiem e wuccienoBaHuu ObLIM 00-
CJIEZIOBAHBI JIMIa B Bo3pacte oT 18 10 25 jeT, U BhIIBUTD
JlaKe MTOTPaHNYHOE PaCIIMPEHNe a0PThl HAM HE y/IaIoCh.

B cBs3u ¢ 3THM, MBI OICHWJIM CBS3b AHAMETpa
A0pTHl ¢ KOCTHBIMU NPU3HAKaMHU B TPYIIE JHIl CTap-
miero Bo3pacta. [Ipu mpoBeseHHH KOppessLHOHHOIO
aHanu3a ObUIM BBISBICHBI JOCTOBEPHBIC MOJIOKUTEIh-
HBIE KOPPEISIIMOHHBIE CBSI3U MEXTy TaKUMH BBICOKO-
crenn(UYHBIMU TIPU3HAKAMH, KaK apKOBHIHOE HEOO
(r=0,31), BopoHkooOpa3Has aedopmanus TpyTHOH
kietku (7 = 0,43), apaxHomaktunus (r = 0,45) u 3Ha-
yeHusiMu Z-kpurepust (p < 0,05 mns Bcex).

Janee Obu1 OlIEHEH AMAaMETpP KOPHS aopThl B TPyI-
ne JuI cTapimx Bo3pacTHeIx rpymnm ¢ MB. Cdop-
MHUpPOBaHHBIE TPYMIBI JAOCTOBEPHO HE Pa3IUYAINCh
o MOy W Bo3pacty (Tabm. 2).

s nun crapuiero Bo3pacta ¢ MB  xapakTepHbl
Oornee BBICOKHE 3HAYCHHS HE TOJBKO JHaMeTpa KOpHSI
aopThI, HO U JIeroyHoM aprepun. Kpome Toro, /i nanu-
€HTOB CcTaplleil Bo3pacTHOM rpynmsl ¢ MB xapakrepHsl
OonbILIME 3HAYECHHS TOJIMHBI MEXCKEYJOUKOBOH mepe-
FOPOZIKU U 3aJHEHM CTEHKHU, YTO CBUJIETENIBCTBYET O Pa3-
BUTHU THUNEPTPOGUU MHOKapAa JIEBOTO KETyHdouKa.
VYBenuueHue JeBOro Mpeiacepans Takke MOATBEPHkKAaeT
pa3BUTHE TMIIEPTPOUH MHUOKApAa JIEBOTO JKEIYI0YKa
C Pa3BUTHEM €ro JUACTOIMYECKON AUCHYHKLNH.

Jlanee MBI CpaBHWIIM BCTPEYAEMOCTh PACIIMPEHHS
KOPHS a0pThl y MAI[UCHTOB ¢ (UOPWILTMHONIATUSIMUA —
cuHIpoMoM Mapdana n Map(aHOUIHON BHEITHOCTHIO
(puc. 3).

Pacimpenne aopter xapaktepao mit CM u MB
M BCTPEYaeTCsl IPAKTMYECKH C OAMHAKOBOM 4YacTOTOM.
OnHako crefyeT MomT4epKHyTh, YTO aOCONIOTHBIE pa3Me-
pbI AMameTpa KopHsl aopThbl y OonmbHBIX CM ObLM Ccyliie-
ctBeHHO BbIme (43,4 + 15,3 mm), Hexenn B rpynme MB

28 %

24 %

1%
KonTponb / Control

CuHapomoM
MapdaHa / Marfan
syndrome
Puc. 3. Yactota BbisiBNeHMs paclumpeHus aoptbl (Z-kpute-
pwit > 2,0) y naumeHTOB ¢ cuHapomom MapdaHa u map-
(aHOMAHOI BHELWHOCTbIO
Frequency identification of expansion of the aorta
(Z-criterion > 2.0) in patients with Marfan syndrome
and marfanoid habitus

MapdaHounaHas
BHELHOCTb /
Marfanoid habitus

Fig. 3.
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(36,3 5,1 mm), p=0,04. Takum oOpazoM, B IrpyIe
JIMII CTapIlero Bo3pacra ¢ npu3HakamMu MB MokHO
TOBOPUTH JIMIIb O IOTPAHUYHOM DPACIIMPEHUHN KOPHS
aopTel. COITacHO peKOMEHJAIMsAM, COYeTaHue IpH-
3HaKoB MB ¥ NOrpaHMYHOrO pacIIUpeHust aopThl I0-
3BOJISICT TUArHOCTUPOBaTh MapdaHomnogoOHbIH (eHo-
tun [9]. BeisiBieHHas cBA3b MexIy npuzHakamu MB
U AMAMETPOM aO0PThl MOATBEPKAACTCS U TEM (PAKTOM,
YTO B TpyMIe ¢ AMHUYHBIMU KOCTHBIMU MPHU3HAKAMHU
(KOHTPOJIB) pacUIMpPeHne aopThl MPAKTUYECKU HE BbI-
sBisiiock (1 % cmydaes).

OBCYXIOEHWE PE3YJIbTATOB

Pe3ynpraThl NMpoOBEJEHHOTO HCCIENOBAaHUA TO-
TBEPXKJAIOT HaJIU4YMe CBA3M MEXKJYy KOCTHBIMHU
MpU3HAKaMM, BXOISLIMMHU B AJITOPUTM BBISBICHHUS
MB, u CTpYyKTYpHBIMHU HW3MEHEHHUSMHU CEpAla U Ma-
TUCTPAJbHBIX CcOCydoB. Hammu ycTaHOBIEHO, YTO
y HAalUEeHTOB ¢ npu3Hakamu MB yxe B MOJ0OAOM
BO3pAacTe yAAeTCsl BBIABUTH MOP(OJIOTHUECKHE OCO-
OCHHOCTU CEpPACYHO-COCYAUCTONH CHUCTEMBI, NPHUBO-
psme B Oosiee crapiieM BO3pacTe K 3HAYUMMBIM
W3MEHEHHUSIM CTPYKTYpBl cepaua. Tak, y MOJOABIX
MYX4MH ¢ MB BBISBISIIOTCS OTHOCHUTENBHO OOJb-
1IME pa3Mepbl KOPHs a0PTHI U BOCXOIALIEH €€ 4acTH.
KitactepHslii aHaIn3 MOKa3al CBA3b TAKUX KOCTHBIX
MIPU3HAKOB, KaK JOJUXOCTCHOMEIHs, apaxHONaKTH-
TS, BOPOHKOOOpa3Has nedopmainusi TpyaHOW KiIeT-
KM, apKOBHJHOE HEOO C AMaMETPOM KOpPHSA M BOC-
XOASIIETO OTJeNa IPyJHOH aopTel. B TO ke Bpems
HA y OJIHOTO ManMeHTa MOJIOAOTO BO3pacTa HaM
HE yIajJoCh BBIABUTH PACHIMPEHUS AOPTHl — 3Ha-
YeHUs Z-KpUTEepHs, YUYUTHIBAIOIIETO COOTHOIIEHHE
aOCOIOTHBIX Pa3MEpOB aOPThl K JOJKEHCTBYIOLINM
3HAYEHMSIM, HE MIPEBbINIAT TOPOTrOBbIE 3HAUYECHUS [9].
OpHako cpeau NAalMEeHTOB CTapIIUX BO3PACTHBIX
rpynn ¢ MB norpaHuuHoe paciiMpeHue KOpHs aop-
THI BBISIBISIETCS YXKE B UeTBepTH ciydaeB. [Ipu aTtom
HU CTENEHb CaMOro pacCIIMpPEHUs, HU TEMIIBI €ro
MPOTPECCUPOBAHUS Yy TaKUX MAIMEHTOB, B OTIMYHE
oT O0onbHBIX ¢ CM, He SBISIOTCS IIOKAa3aHHEM IS
XUPYPrU4eCKOil KOPPEKIIHH.

[Ipn onenke MOP(HOJOTHMYECKUX XapaKTEPHCTUK
MHOKapJa JICBOrO JKENylIouKa OOHapy>KeHO, YTO
y roHomIeir ¢ MB ormedaercs TeHaeHINs K Ooliee BbI-
COKHM 3HAueHHUsIM MacCchl MHOKapAa, 00ycIOBICHHAS
OoJbIICH TONIMHON MEXOKEITYI0UYKOBOM MEPEropoaKH
W 3aJHEH CTEHKHU MO CPaBHEHHIO CO CBEPCTHUKaMH Oe3
npuszHakoB MB. Ilpu 3ToM ykKazaHHbBIE HapaMeTphbl
HE BBIXOIST 3a MpeJiesibl HOpMaibHbIX 3HaueHui. On-
HaKO CpeaM MalMeHTOB cTapuiero Bospacra ¢ MB BbI-
SIBICHHBIE TEHJEHIUN MPUBOIAT K 3HAYMMOMY YTOJI-
LIEHUI0O MUOKAp/ia JIEBOTO JKEIY/I0YKa U Pa3BUTHIO €T0
KOHLUEHTPUUYECKOM THIIEPTPOHH.

Takum 00pazoM, M3MEHEHUs] MOP(HOMETPUUECKHX
[OKa3aTeyeil JIeBOro KeaylouKa W aopThl y JIHIL MO-
JIOJIOTO W CTaplIero Bo3pacra ¢ nmpuzHakamu MB onHo-
TUIHBI — TEHJICHIUS K OOJbIIEMY IUAMETPY aOpTh
B MOJIOJIOM Bo3pacTe M (POpMHUpOBaHUE 3HAYUMOTO
pacimpennss KOpHS aopThl K MSATOMY-ILECTOMY JeCs-
TWIETHIO XHU3HU. BBISBIEHHAs y JMI MOJOIOTO BO3-
pacra TEHAEHLMsI K OONbLIMM 3HAYCHMSM TOJIIMHBI
MHOKap/ia JEBOTO JKeIyJ04Ka MOATBEpKIaeTCa pa3Bu-
THEM €Tr0 KOHIICHTPUYECKOW TUIepTpoduu B cTapiieM
Bo3pacTe. Pacmmpennio aopTel HEPEIKO COMYTCTBYET
paciImpeHne 1 JIeTOYHOH apTepuu. DTOT GakT CieayeT
paccMmarpuBaTh Kak TPOSBICHHE CIa0OCTH COCIMHHU-
TeIbHOTKAHHOTO KapKaca MarucTpajbHBIX COCY/IOB,
YTO MPOSBISIETCS 3a4acTyI0 TOJBKO B CTaplieM BO3-
pacre.

Y mammentoB ¢ CM Takke ONMMCHIBAIOTCS TPU3HA-
KW THIEPTPOpUH MHUOKapJa JieBoro kemygoudka [18].
MOXHO TOBOPUTH 00 OIHOTHITHOCTU M TPOTPEANEHT-
HOCTH M3MEHEHHH CO CTOPOHBI CepAla U MarucTpaib-
HBIX cocynoB npu pubdpmwumHonartusx — CM u MB.
OnHUM M3 NAaTOrCHEeTHMYECKHMX MEXaHHU3MOB, acCOLU-
WUPOBAaHHBIM C PEMOAEITUPOBAHUEM CEpAlla U aOpPTHI
y mamueHtoB ¢ CM, B Hacrosiee BpeMsl CUHUTAIOT
aktuBauuio curtanbHoro nytd TGF-B (Transforming
Growth Factor-beta) [17]. Ins marmenToB ¢ MB Takxke
XapaKTEepHO IPEBbILICHNE TIOPOTOBBIX 3HAUYEHHUH 3TOrO
UTOKHHA, YTO MPHUBOIUT K (HOPMHUPOBAHHIO Ae]eKT-
HOU COEMUHUTENBbHON TKaHU [16] u pa3BUTHIO peMo-
JEeTUPOBAaHUSI MHOKap/a JIEBOTO >KEeNyIOoYKa U AOPTHI.

3AKJTOYEHUE

Y nauueHtoB ¢ MB BBISBISAIOTCS CYILIECTBEHHbIE
CTPYKTYpHBIC HM3MEHEHHS CEpAlla U MarucTpajbHbIX
COCYZIOB, KOTOpbIE HOCSAT HPOrPEAUEHTHBIA XapakTep.
ITanuentoB ¢ MB, no HamiemMy MHEHUIO, CI€NyeT OT-
HOCHUTH K TPYIITIE BBICOKOTO PHCKA PA3BUTHsI KIMHUYE-
CKM 3HAQUMMOTO PACIIUPEHUS a0PTHl U PEMOJCIUPOBA-
HUS JICBOTO KEJIYJ04YKa, a BIOCICACTBUU U Pa3BUTH
CEpIEeYHON HEAO0CTAaTOYHOCTH. Takue malueHTbl HyX-
JAIOTCS B PETYISIPHOM 3XOKapauorpaduueckoM Ha-
OJIIOZICHUH.
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