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Pesiome

Lenb. Onpegenntb BCTpeuyaemMocTb GEHOTUNOB MHOTOGAKTOPHbIX HAaCNEACTBEHHbIX Ha-
pylweHnin coegnHuTenbHon TkaHu (HHCT) y monogbix ntogen, onepnpoBaHHbIX MO NOBOAY
NaToONOrMYeCcKomn N3BUTOCTU BHYTPEeHHel coHHou apTepun (BCA).

Martepuanbl n metogbl. Y mMonofbix ftofel, onepupoBaHHbIX MO NMOBOAY WU3BUTOCTA
BHYTPEHHEN COHHOW apTepun, C NpU3HaKaMu COCYAMCTO-MO3rOBON HeAOCTaTOYHOCTH
nccnepoBaH GeHoTUM, BbIMOSIHEHO 3XOKapanorpaduyeckoe ncciefoBaHve ¢ pacyeTom
Z-KpUTepua 1 CONoCTaBNeHEM WNPUHbBI @OPTbl 1 MATOIOrMUYECKON U3BUTOCTU BHYTPEH-
HeW COHHOWM apTepuun.

PesynbraTtbl. B nccnegosaHum yyactsoBanu 18 monofpix nogen (CpegHun Bospact
37,148,13 roga), oneprpoBaHHbIX NO NMOBOAY MATONOIMMYECKON U3BUTOCTU BHYTPEHHEN
COHHOM apTepun. DeHOTUNbl HaCNeACTBEHHbIX HapyWeHWU COeAVHUTENbHON TKaHu
onpepesneHbl y 13 yenosek (1-a rpynna): MapdaHonofobHbIl —y 8, anepconofobHbIn — y
3, HeknaccuduUmpyembiii — y 2, y ocTanbHbIX (2-a rpynna, n=5) oTcyTcTBOBanu NpuU3HaKu
HacneCTBEHHbIX HapyLUEHW coeAUHNTENbHON TKaHW. B 1-i rpynne npeobnaganu cy6sb-
€KTVBHblE CUMMTOMbI B pacyeTe Ha OgHoOro nauvenTa (p=0,04). Mommmo C- n S-obpasHoi
W3BUTOCTU BHYTPEHHEI COHHOWN apTepuu, B 1-i1 rpynne Habnogany 4OCTOBEPHO YacTo
KMHKMHIY N0 CpaBHEHWIO € KonuHramm (p=0,01), Bo 2- rpynne yactoTa KUHKMHIa U KO-
NIMHra He pasnuyanacb. Marble aHOManuy cepgua npu 3xokapanorpapuyeckom mccne-
L0BaHMN O6HAPYKUNN TONBKO Y NaLMeHTOB 1-1 rpynmnbl, Npu CpaBHEHWUN Z-KpUTepUus ero
norpaHvWyHasa BenvMumnHa B 1-11 rpynne 3HauMmo npeBbilwana nokasaTtesb BO 2-1 rpynne
(p=0,04). BoiaBneHa cBA3b NOrpaHNYHOro Z-KpuTtepua y naumeHToB 1-1 rpynmnbl ¢ NaTono-
rMYeCcKom N3BUTOCTbIO BHYTPEHHE COHHOM apTepuu, B 2,4 pa3a 60nbLuas No CpaBHeHMo
C MonioAbIMU N0 bMM 6€3 HacNeACTBEHHbIX HAapPYLUEHWI COeAUHUTENTIbHOM TKaH.
3aknioueHune. MHoropaktopHble HHCT siBnaTCA 0gHON 13 NpuinH GopmmnpoBaHua na-
Tonorunyeckom n3smutoctn BCA n HepefKo accouumnpyoTca € NOrpaHMYHbIM paclunpeHnem
rpyaHoON aopThl. MiccnefoBaHme cocyfmcToro pycna npu BolisBNEHUN GeHOTUNOB MHOTO-
¢dakTopHbIx HHCT oTHOCUTCA K HEOOXOAMMBIM ANArHOCTUYECKUM METOaM AJ1sl CBOEBpe-
MEHHOrO NleYeHnA 1 NpeaynpexaeHna cepbe3HblX OCNOXKHEHN.
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Abstract

Purpose. To determine the occurrence of phenotypes of multifactorial hereditary
connective tissue disorders (HCTD) in young people operated on for pathological
tortuosity of the internal carotid artery.

Materials and methods. In young people operated on for tortuosity of the internal carotid
artery with signs of cerebrovascular insufficiency, the phenotype was studied, and an
echocardiographic study was performed with the calculation of the z-test and comparison
of the width of the aorta and pathological tortuosity of the internal carotid artery.

Results. The study involved 18 young people (mean age 37.14+8.13 years) operated
on for pathological tortuosity of the internal carotid artery. Phenotypes of hereditary
connective tissue disorders were identified in 13 subjects (group 1): Marfan-like
in 8, Ehlers-like in 3, unclassified in 2; the rest subjects (group 2, n=5) had no signs of
hereditary connective tissue disorders. In group 1, subjective symptoms prevailed per
patient (p=0.04). In addition to C- and S-shaped tortuosity of the internal carotid artery,
kinking was significantly more common in group 1 compared to coiling (p=0.01), in
group 2 the frequency of kinking and coiling did not differ. Minor cardiac anomalies were
found in echocardiographic examination only in group 1 patients; when comparing the
Z-criterion, its borderline value in group 1 significantly exceeded that in group 2 (p=0.04).
The relationship between the borderline Z-criterion in group 1 patients with pathological
tortuosity of the internal carotid artery was 2.4 times greater than in young individuals
without hereditary connective tissue disorders.

Conclusion. Multifactorial HCTDs are one of the reasons for the formation of pathological
tortuosity of the ICA and are often associated with borderline expansion of the thoracic
aorta. The study of the vascular bed in identifying the phenotypes of multifactorial HCTDs
is one of the necessary diagnostic methods for timely treatment and prevention of serious
complications.

Keywords: hereditary connective tissue disorders, multifactorial phenotypes, pathological
tortuosity, internal carotid artery, aorta
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B BBEJAEHWE

[nAa HacnencTBeHHbIX HapyLeHnn coeguHuTenbHo TkaHy (HHCT) xapakTepHbiMu AB-
NATCA CUCTEMHbIE NPOABAEHUA C USMEHEHUAMY CTPYKTYPbI U GYHKLMM MHOTUX OPraHoB.
B pe3ynbTraTe reHeTUYECKMX HapyLUEHWI, BIUAHUA MHOTVX He6naronpuaTHbIX GakTopoB B
nepuop ambpuroreHesa 1 nocsie poxxaeHns pebeHka NPONCXOAAT HapYLLIEHNA perynsaLmmn
CUHTe3a 1 KaTabonn3ama KOMMOHEHTOB BHEKJIETOYHOIO MaTPUKCA U KNETOYHbIX d1eMeH-
TOB COEAVHUTENIbHOWN TKaHW, acCOUMMPOBAHHbIE C MOANCUHAPOMHBIMUA KNUHUYECKNMU
npossneHusimm [1]. CornacHo coBpemMeHHbIM pekoMeHAaumaAM, pa3paboTaHHbIM B Poccun
n benapycu, HHCT npepgctaBneHbl ABYMA rpynnamu: MOHOreHHble CUHAPOMbI C U3BECTHbI-
MW AMarHOCTUYECKMMU KpuTepuamn (cuHapom MapdaHa, Snepca — [laHno, HecoBeplueH-
HbII OCTeoreHes 1 T. M.) U MHOrodaKTOpHble GeHOTUMbI, HANMOMUHAIOLME MOHOTEHHble
CMHLPOMbI, HO He OTBevalLLMe X MarHOCTUYeCKM Kputepuam [2, 3]. PacnpoctpaHeH-
HOCTb MOHOT€HHbIX CMHAPOMOB HeBeJMKa, a MHorodakTopHble HHCT BCTpeyvatoTcs YyacTo
B nonynauunmn. HecMoTps Ha OTCYTCTBME KPYMHbIX MeXAYHapOAHbIX SN1AEMUOSIOrNYeCKmX
NCCnefoBaHWUi, pe3ynbTaTbl BbINMOMHEHHbIX PAabOT CBMAETENbCTBYIOT O TOM, UTO MHOrO-
dakTopHble HHCT BcTpeuatotca B 6-10% cnyvaes B nonynaumm [3-5].

Haunbonee vactble 1 cepbesHble ocnoxHeHWsA npy HHCT cBsA3aHbl € cepfieuHo-cocyan-
CTbIMK NposBneHnaMu. Mopdonornyeckre N3MeHeHWs, XapakTepHble A1 MOHOrEeHHbIX
HHCT, npnBogaT K U3BMeHeHAM CTPYKTYPbl COCYANCTbIX CTEHOK, HapyLUEHUAM reoMmeTpun
cocypa (pacwmpeHune, aHeBpM3Ma), reMoANHAMNYECKUM OCSIOXHEHUAM C HapyLIeHUAMN
KPOBOCHa0XeHVA pa3nnNYHbIX OpraHoB 1 TKaHew. MNybnunkauum Ha TeMy COCYAUCTbIX Hapy-
WweHun npy MHorodakTopHbix HHCT HeMHOroumcneHHble, OHAKO YKa3bIBAOTCA Te XKe 13-
MEeHeHWS, KOTopble XapaKTePHbl 417 MOHOTEeHHbIX CUHAPOMOB [4—-6]. BaXXHOCTb nccnepno-
BaHMWA COCYAMNCTbIX U3MEHEHUI NPU MHOrOPaKTOPHbIX CUHAPOMAX M NMOMCKa MPU3HAKOB,
BbI3blBAOLNX COCYANCTble KaTacTpodbl, obycnosneHa Tem, yto HHCT nmetoT nporpeau-
€HTHOe TeueHune. B HeonpeaeneHHbI BO3PaCcTHOWM Nepuog K npusHakam MHorodakTop-
Horo ¢eHoTVNa MOryT NPUCOEANHUTLCA TUMMYHbIE NPOABAEHNS MOHOFEHHOIO CUHAPOMA
N HECBOEBPEMEHHOCTb OKa3aHWsA MeULMHCKOWM MOMOLLM YCYryOUT MPOrHO3 XMU3HMU.

MaTonornyeckasa M3BUTOCTb BHYTPEHHMX COHHbIX apTepunn (BCA) 3aHnmaeT BTOpOe
MeCTO NocJie aTepocKnepo3a cpeamn NPUUUH NOABIEHNA COCYQUCTO-MO3roBOM HeoCTa-
ToyHocTK [7]. Mo MHeHUo nccnegoBaTenen, BCTPEYAeMOCTb NaTONOrMYeCcKon N3BUTOCTU
BCA BapuatmBHa — 18-34% [8-10]. Cpeau NpuymH, Bbi3bIBaloOLMX NAaTONOrNYECKYO U3BU-
TocTb BCA, 0TMeualoT HacnefCcTBeHHble 3ab0N1eBaHUs, aTepoCKIepoOTUYECKOe NopaXkeHne
apTepuin 1 GakTopbl PUCKa: apTepuanbHY rMnepTeH3unio, NOXNION BO3pacT, N30bITou-
HYI0 Maccy Tena, ilereHepaTrBHble U3MEHEHMA LWENHOro oTaeNa No3BOHOYHNKKa [8]. Y nuy
MOJIOOrO BO3pacTa HepedKo B KauecTBe NPUUYUHbI HapyLIeHW I MO3rOBOro KPOBOObOpa-
LeHnA QUarHoCcTnpytoT natonornyeckyto n3smtoctb BCA. B cnyuae BbiaBneHnA npursHa-
KOB AM3ambpurioreHesa, onpefeneHns MOHOFeHHOro CUHAPOMA UM MHOrobaKTOpHOro
beHoTMNa HeobXoAMMO MCCeloBaTb COCYANCTOE PYC/O C Liefiblo AUArHOCTUKM U npegy-
npexneHna ocnoxHeHun [11]. Ona onpegeneHnsa BCTPEYaeMOCTV MHOTrohaKTOPHbIX
HHCT y monogbix ntofen, onepupoBaHHbIX MO NoBoAy natonornyeckon nssmutoctu BCA,
BbIMNOMHEHO HacTosALlee NCCnefoBaHue.

B LIEJIb NCCNEAOBAHNA
Onpegenutb BcTpeyaemocTb deHoTUNoB MHoropakTopHbix HHCT y Monogbix nogen,
onepupoBaHHbIX NO NOBOAY NaToniornyeckomn nssutoctu BCA.
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B MATEPWAJIbl N METObI

PeTpocnekTrBHOe nccnegoBaHvie No MeAULNHCKON JOKYMEHTaLUN OTAeNeHUN CoCy-
JucTon xupyprum 3a neprog ¢ 2008 r. no 2019 r. nposoauny B flomenbckom 061acTHOM
Kapauonornyeckom aucrnaHcepe u fomenbckom 061acTHOM KAMHWYECKOM rocnutane
nHBanmpos OTeuecTBEHHOW BOMHbI. V13 196 maumeHTOB, oneprpoBaHHbIX NO NOBOAY Na-
Tonorunyeckon nssmtoctn BCA (mnactrka unm npoTesnpoBaHme CoCyaa), Monoable noau
18-44 net (cpepHuin Bo3pacT 37,1+8,1 roga) coctaBunu rpynny u3 18 (9,2%) yenosek.
Monopgbix ntogen AONONHUTENBHO UCCNeaoBany Mo pa3paboTaHHON TemaTUUYecKon Kap-
Te, BKJIIOUaBLUEN KaTaMHe3, aHaMHecTuYecKne AaHHble, dusrKanbHoe nccnefoBaHme ¢
aHTponomeTpuren 1 oLeHKoN GbeHOTMNa, UHCTPYMEHTaNbHble NCCNeloBaHNA CepAeYHO-
cocynucTon cuctembl (anekTpokapguorpadus (3Kr), axokapauorpadusa (9xoKr)), KnuHu-
yeckre nabopaTopHble MeTOAbl NCCIIefOBaHNA.

Mo COBOKYMHOCTM NPU3HAKOB 133MOpuroreHesa Bblaensany GeHoTunbl MHOrodaKTop-
HbIX HaCNeLCTBEHHbIX HapyLeHUn CoeVHUTENbHON TKaHW: MapdaHonofo6HbIN (KOCT-
Hble NPU3HAKM CUCTEMHOIO BOBJIEYEHNA COEMIHUTENBHOWN TKaHM <6 6anno., NorpaHny-
HOe paclmpeHne KopHA aopTbl Z<2 1 muonusa <3,0 AUONTPUM); 11ePCONOA00HbIN («He-
NOJIHbINY CUHAPOM Dniepca — [lJaHno unm Hanuume =2 «Masbix» MPU3HAKOB BOBJIEYEHMA
KOXW 1 «Manblx» NPOABJIEHN BOBNEYEHUs COCYAOB, MbILIL, U CYCTaBOB); Heknaccubuum-
pyemblii (Hannure <6 NPU3HAKOB CUCTEMHOTO BOB/IEYEHNA COEAMHUTENbHON TKaHW, ecnn
WCKIIOUNTb MOHOTEHHble HaC/IeICTBEHHbIE HAPYLUEHWA COeAUHUTENBbHON TKaHN, Mapda-
HOMOAOGHbIN 1 3N1epconofobHbI deHoTunbl) [3].

OxoKl' npoBoauan No CTaHZAPTHOMY MPOTOKOJY, PacCUnTbiBanu Z-KpuTepun, oTpa-
YKaLWMN, HA CKONbKO CTAaHAAPTHbLIX OTKJIOHEHWUN daKTUUECKUI ANaMeTP KOPHA aopTbl
oTInyaeTcA OT foMKHoro. LnpunHy KopHsA aopTbl Ha ypoBHe CUHYCOB BanbcanbBbl (Mo
dopmyne Cornell) cooTHocunu ¢ Nnowaabio NOBEPXHOCTU Tena 1 BO3PacToM NauueHTa
(Bo3pacT >20<40 net - z = (NonyyYeHHbIV pe3ynbTaT — AOMKHaA BenuunHa) / 0,24; Bo3pact
>40 neT — z = (NoNyYeHHbIN pe3ynbTaT — JoMKHasA BennunHa) / 0,37) [2].

KomnneKkcHoe ynbTpasByKoBOe MCCNeloBaHWe SKCTPaKpaHUabHbIX OTAenoB 6paxmo-
uedanbHbIX apTepuin BbINOMIHEHO B peXKMe LIBETOBOFO U SHEPreTMYeCcKoro Jomniepos-
CKOro KapTupoBaHuA. MNpwu BbIABNEHNN U3MEHEHUA NPAMOJSIMHEHOCTIN XOAa ONUCaHbI J10-
Kanusaums n dopma gedopmaumy cocyfa B pexxrme LBETOBOIO JOMNIEPOBCKOro KapTu-
pOBaHUsA: reMoANHaMNYeCKN 3HauMble gedopmaunn B Buge C- unu S-obpasHoi N3BUTo-
CTW, KMHKMHTa — nepernba cocysa nog oCcTpbIM YIOM, KOWAUHIA — nepernba v aHrynaumm.

CTaTUCTUYECKMIN aHanM3 AaHHbIX NMPOBOAMIICA C UCMONb30BaHMEM A3blKa NPOrpam-
MUPOBaHUA OJ1A CTAaTUCTUYECKON 06PaboTKM AaHHbIX R 1 nporpammHoro obecneveHus
STATISTICA 10. YpoBeHb 3HaUMMOCTM YCTaHaBNMBanca pasHbiM p<0,05.

B PE3YJIbTATbI

CncTeMHble NPU3HaKW HapYLLEeHU COeAUHUTENbHOW TKaHW B ANArHOCTUYECKOM KONu-
yecTBe BbIABMAN Y 13 yenoBek — 1-a rpynna (My>UuHbl — 4, XeHwWwuHbl — 9). MNpusHakos
HHCT He 06Hapyxunm y 5 )eHwumH — 2-a rpynna (puc. 1).

MapdaHonofo6HbIN GeHOTUN BbIABUAN Y 4 MY>KUMH U 4 KEHLLMH, 311epconofo6HbIn
(3) n HeknaccnbuumMpyembliii (2) GeHOTUM — Y KEHLLWH.

CornacHo aHamHecTMyecknM fdaHHbiM, 1 naumeHT ¢ HHCT neuunca no nosogy ap-
TepuanbHol runepTeHsuy, y 2 u3 rpynnol 6e3 HHCT gnarHoctupoBaHa apTepuanbHas
runepteHsus. B 1-i1 rpynne 3 naymeHTa coobwmnm o nepeHeceHHOM MHdpapKTe mMo3ra
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Puc. 1. Konunyecreo nayueHToB ¢ HHCT (HHCT+) n pacnpegeneHue no ¢peHoTUNAM, a TaKXKe KOIMYECTBO

naymeHToB 6e3 HHCT (HHCT-)

Mpumeyanma: MO - mapdpaHonofobHbIi peHoTnn; 3D — snepconofobHbin deHoTun; HO — HeknaccPuuMpyemblii deHoTUN.

Fig. 1. The number of patients with HCTD (HCTD+) and distribution by phenotype, as well as the number

of patients without HCTD (HCTD-)

(y 2 naumneHTOB O OnepaTMBHOrO NleyeHns BCA, y ogHOro — yepes ofuvH rog nocsne xmpyp-
rmyeckoro neyenus). Bo 2-i1 rpynne 1 naumeHT nepeHec UHPapKT Mo3ra 3a Tpu roga ao
OnepaTVBHOIO JIeYeHNA 1 B TeUeHMe NepBoro roga nocse npotesnposaHna BCA.

CyO6beKTUBHbIE CUMMTOMbI Y MALMEHTOB 1-11 1 2-1 rpynn HE3HAUNTENbHO Pa3NNYanunCh,
ronoBokpy»xeHue (p<0,01) n anmsoabl cnHkone (p<0,03) 1OCTOBEPHO YACTO OTMEYaANU na-
uueHTbl 1-1 rpynnbl (Tabn. 1). CpegHee KONMYECTBO CMMIMTOMOB Ha OIHOTO YesIoBeKa TaK-
e pasnmyanoch ¢ npeobnagaHvem ux B 1-n rpynne (5,23+1,43 npotus 3,4+1,67; p<0,04).

Ta6bnuuya 1

KonuuecTtBo naymneHToB ¢ Cy6'beKTI/IBHbIMIII cMmMnToOMaMm B rpynnax ncciefoBaHHbIX

Table 1

The number of patients with subjective symptoms in the study groups

Kon-Bo naumeHToB, a6c¢. u. (%)

Cy6'beKTIIIBHbIe CMMNTOMbDI 1-a rpynna 2-a rpynna AOCTOBeBHOCTb
(n=13) (n=5) pasnuuuii, p

Kapguwanrua 2(15,4) 1(20) 0,56

MNepebou B paboTe cepaua 3(23,1) - -

[onosHas 6onb 8(61,6) 3 (60) 0,13

lonoBoKpyxeHune 12(92,3) 2 (40) 0,01

LLlym B ronose 7(53,9) 1(20) 01

CHWXKeHne namsaTn 9(69,2) 3 (60) 0,08

CHVXXeHWe 3peHmns 5(38,5) 1(20) 0,10

Nunotumus 9(69,2) 4 (80) 0,17

Snu3op cuHKone (oavH unmn 6onee) 7 (53,8) 1(20) 0,03

Sgﬁo,q:éefakonmuecmo CMMMNTOMOB Ha OAHOTO 5234143 344167 0,04

CpepfHAA NPoAOMKUTENIbHOCTb CUMMTOMOB, NeT | 3,2+4,52 1,7£1,92 0,27
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Ta6bnuua 2
KnnHnyeckas xapaktepuncruka rpynn ncciefjoBaHHbIX
Table 2
Clinical characteristics of the study groups
Mokasarenn 1-arpynna 2-Arpynna AOCTQBePHOCTb pas-
nuunn, p
WMT, Kkr/m? 21,67 [20,2-23,4] 23,58 [21,5-25,8] 0,402
CA, Mm pT. CT. 124,23 [120-130] 124 [110-140] 0,88
OAL, MM pT. CT. 76,92 [80-85] 74 [70-80] 0,491
YCC, ya/mnH 71,46 [67-75] 68 [65-72] 0,551

Mpumeyanna: UMT - uHpekc maccol Tena; CAJl - cuctonnyeckoe aptepuanbHoe aaenenue; Al — guactonmyeckoe aptepuanb-
Hoe fiaB/eHue.

Pe3ynbTaTbl KIMHWYECKOTrO UCCIEAOBaHMA NaLMeHTOB oberx rpynn LOCTOBEPHO He
pasnunyanunch (Tabn. 2). MaymeHTbl C apTepUanbHON rMnepTeH3nel NCcneaoBaHbl Ha GoHe
aHTUTMNepPTEH3MBHON Tepanuy C XOPOLUUM KOHTPOJIEM apTepuanbHOro JaBneHus.

B otnnume oT naumeHTOB 2-1 rpynnbl, Y KOTOPbIX He BbiABAeHO natonoruu Ha JKI, y
ofHOTrO MauueHTa 1-i rpynnbl ¢ MmapdaHonofobHbIM GeHOTMNOM MO NOBOAY CMHAPOMA
CnabocTy CMHYCOBOIO Yy3/1a TPU rofa Hasag BbIMOSIHEHA UMMIAHTALMA KapAanoBepTepa-
nednbpunnatopa.

Mpu cpaBHeHUN NabopaTOPHbIX NOKasaTtesel (aHanmM3 KpoBW, MOuM, BUOXMMMYe-
CKOe UCCnefoBaHne KPoBM) AOCTOBEPHbIX Pa3fiMuMii B MoKasaTenax 0b6emx rpynn He
BbIAABIEHO.

Pe3ynbTaTbl ynbTpa3BykoBOro AOMNIepoBCKOro nccneposanus (Y31 ¢ gonnepom) BHy-
TPEHHWX COHHbIX apTepUin 4O ONepaTUBHOIO fleYeHNA CBUAETENbCTBOBANM O PABHOM KO-
nMyecTBe NaLMeHTOB C NOpakeHneM MpPaBoro UM NeBoro cocyaa, AedopmaLmen B Buge
C- n S-o6pazHoit 3BNTOCTU. AHaTOMUYECKUE (YNbTPa3ByKOBble) 0COGEHHOCTM Y NaLmeH-
ToB ¢ HHCT 1 natonornyeckom n3BMTOCTbIO BHYTPEHHMX COHHbIX apTepuiA BKAYanu Ao-
CTOBEPHO YaCTO KMHKMHIM MO CPaBHEHMIO C KonuHramu (84,6% npotus 15,4% cooTBeT-
CTBEHHO; X*=6,2, p=0,01). ¥ nayuneHToB 6e3 HHCT TakoBbIx pa3nuunii He BbisiBNeHO (60% 1
40% cooTBETCTBEHHO; X?>=0,2, p=0,65).

Mpun nposeaeHun xoKl B 1- rpynne y 9 nauneHTOB BbIABUAN Masible aHOManunn cepa-
La: nponanc MATPanbHOro KnanaHa 1-1 cteneHun — 1, aHOManbHO PacnosIOXeHHble XOpAbl
NeBOro »enyAoyka — 8, N3 HUX OANHOUHbIE N MHOXECTBEHHble — N0 4 ciyyasn. OTKpbiToe
oBasIbHOE OKHO CO COPOCOM KPOBY C/ieBa HarnpaBo OGHaPYXWW Y OGHOTO NaLMeHTa, yme-
PEHHYI0 peryprutaumio Ha TPeXCTBOPYATOM KilanaHe — Takxke y OAHOro nauueHTa. Bo 2-i
rpynne no pesynbratam IXoKI He BbIABUAM ManbiXx aHOManun cepaua.

MopdomeTpuryeckme nokasatenu cepgua v BennurHa Gpakuymm Boibpoca no pesyb-
TaTam IxoKI npepcTaBneHbl B Tabn. 3.

Mpn cpaBHUTENbHOM aHanu3e MOPPOMETPUUECKMX MOKasaTenen cepaua 1 aopTbl B
rpynnax nccnefoBaHHbIX MNaLMEHTOB He BblABIEHO AOCTOBEPHbIX Pa3inyni.

Mpun cpaBHeHMN Z-KpuTepua ONPeAenvuIn ero NMorPaHUYHyio BENNYUHY, 3HAYVMO
6onbluyto B 1-11 rpynrne no CpaBHeHMIo C NokasaTtesem 2-i rpynnbl (0,96 (0,89-1,23) npo-
B -0,32 (0,3-0,35) cootBeTCTBEHHO; p=0,04) (pUC. 2).

MokasaTtenn Z-kputepma n MacCbl MMOKapAa eBOro »enyfouka CpaBHUAN Y MyXUUH
W >KEHLWVH 1-7 1 2-11 rpynn uccnefoBaHHbIX (Tabn. 4).
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Ta6nuua 3

OcHOBHble MopdoMeTpuUecKie NoOKasaTenm n BennynHa ¢ppakumm Bbibpoca no pesynsratam IxoKr
B rpynnax ncciefoBaHHbIX
Table 3

Main morphometric parameters and ejection fraction value by EchoCG in the study groups

napameprl, mm (Me (25-75)) noc-rosep"oc-rb
lNMokasaTtenu 5
HHCT+ HHCT- pasnuyunm, p
Ao Ha ypoBHe CMHycoB BanbcanbBbl 32[29-37] 29[27-30] 0,102
Ao Bocxoaslas 27 [25-31] 26 [26-27] 0,485
Onametp JIN 30[28-31] 30[28-31] 0,842
TonwwmHa MXI 8[7-10] 9[8-11] 0,485
TonwwmHa 3CJIK 9[7-10] 8[8-12] 0,726
OB (no Teichholz), % 66 [63-71] 67 [65-71] 0,657
5 _ HHCT+
E3  HHCT-

= 1

=

a

v

g_ _—t= ns

¥

N 0

4 Mann - Whitney U test = 3, p-value = 0.25;
Mann - Whitney U test = 0, p-value = 0.04
T

MorpaHnyHbIN Z-KpUtepun

OTpurLaTenbHbl Z-KpUtepuin

Puc. 2. CpaBHUTENbHbIN aHann3 Z-KpnTepusa B rpynmnax nccnefoBaHHbIX

MpumeyaHme: * nocToBepHOCTb pasnuyuii npu p=0,04.

Fig. 2. Comparative analysis of Z-criterion in the study groups

Ta6bnuua 4

cpaBHWTeﬂbelﬁ aHanus nokasarenei Z-KpuTepua n maccbl MMoKapaa 1eBoro Kenyaouka 'y My>KYuH
1 KeHLWWH B o6enx rpynnax uccnegoBaHHbIX

Table 4
Comparative analysis of Z-criterion and left ventricular myocardial mass in men and women in both
groups
HHCT+ (n=13) DocToBep- HHCT- (n=5) LocToBep-
Mokasarenu 1. My>XunHbi 2. XKeHWuHbI HOCTb pa3snu- | 3, dKeHWMHbI HOCTb pa3nn-
(n=4) (n=9) umii, p (1-2) | (n=5) uni, p (2-3)
BospacT, net | 40[40-41] 42 [28-44] HA 38[34-39] 0,79
. 1,34 -0,09 -0,39
ZKpUTEPUMA | 1109 4 ) [-0,5-0,85] 0.00 [-1,15-0,27] 0.24
169,94 99,3 97,31
MM JI2K, ¢ [159-183,56] [86,53-107,8] 0,01 [95,41-107,8] 0,74
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[loctoBepHoO 6onblwre nokasatenu Z-kputepusa (1,34 (1,09-1,6) npotus -0,09 (-0,5-
0,85) cooTBeTCcTBEHHO; P<0,00) 1 Maccbl MMOKapAa neBoro xenygouka (169,94 r (159-
183,56) npotus 99,3 r (86,53-107,8) cooTBeTCTBEHHO; p<0,01) HabnoAany y My»umnH no
CpaBHEHWIO C XeHLWuHamu B 1-11 rpynne. [pu cpaBHeHWUW TeX »Ke NoKasaTenen y )eHLWwmH
1-1 1 2-1 rpynn pa3nyunin He BbIABNEHO.

3HauyeHMe NOorpaHNUYHOro Z-KpUTepura Koppennposasno ¢ 4 1 6onee KOCTHbIMK Npu-
3HaKamu fr3ambpuroreHesay 3 My>KuuH (22,2%) 1 3 xkeHWwmH (22,2%) 1-i rpynnbl. Boiasne-
Hue y monofbix nofen ¢ MHorodakTopHbiMu peHotunamu HHCT ¢ natonornyeckom n3su-
TOCTbto BCA =4 KOCTHbIX NPU3HAKOB AN33MOprOreHesa npu UCNosib30BaHUMN B KayecTBe
perpeccopa norpaHWyHoOro Z-Kputepus NoBbIWAno OTHOCUTENbHbIE PUCKM COCYAUCTbIX
oCnoxHeHun B 1,6 pa3za (95% W 0,48-4,89).

[JaHHble, XapaKTepusyolme MOTEHLMANbHO BO3MOXHYIO B3aMMOCBA3b, BbIABNEHbI
Npu OTHOLLEHNNW LWaHCOB — GOPMUPOBaHUE MNOrPaHNYHOIO Z-KpUTepra Y MONOAbIX NaLu-
€HTOB C accounaumenn ¢ MHoropaktopHoiMu HHCT B 2,4 pasa 6onblie No cpaBHEHUIO C
monoabimu oabmu 6e3 HHCT (95% 1 0,29-19,79).

B ObCYXIOEHWE

B HacToALweM nccnefoBaHy UL, MONIOAOrO BO3pacTa C NaToNorMyeckom N3BUTOCTbIO
BCA, nepeHecwnx ocTpble UM UMEBLLMX XPOHMYECKMNe LiepebpoBackynapHble 3abone-
BaHWA, NOKa3aHO, YTo Hepeako MHorodakTopHble HHCT ABNAIOTCA OCHOBHOW NPUYNHOW
n3meHeHu aptepuit. NMpu mHorodakTopHbix HHCT, nomumo C- 1 S-06pa3Hoi N3BUTOCTH
BCA, npeobnaganu nepernbbl cocyfa nog oCcTpbiM YoM, B OTIMUME OT NauueHToB 6e3
HHCT, y KOTOpbIX 0ANHAKOBO YaCTO OTMETUAN KUHKUHI U KOWAKHIW apTepun. [aTtonoru-
yeckas n3suTocTb BCA BcTpeyanach npenmyLiecTBeHHO nNpu MapdaHonofobHoM deHo-
TNe, AUarHOCTUPOBAHHOM MO COBOKYMHOCTU NPU3HAKOB M33MOpuroreHesa.

B onybnukoBaHHbIX nccnegoBaHuax 06 nssutoctn BCA oTmeyeHo, UTo pacnpocTpa-
HeHHOCTb naTtonorumn nosbiwaetca npu HHCT. Tak, B cpaBHUTENbHOM WCCNeAoBaHNN
naumeHToB ¢ cnHapomom MapdaHa nssutoctb BCA B 3 pasa npeBbillana nokasaTenu
rpynnbl 6e3 HHCT [10]. ABTOpbl 0OTMeuanu HeoAMHaKOBYHO PacNpPOCTPaHEHHOCTb NaTOMNo-
rnyeckon nssutoct BCA npu pasnuuHbix cnHgpomax HHCT. Jlio6as nssmtocts BCA npun
cuHgpome MapdaHa coctaBuna 88%, npu cuHapome Loeys — Dietz — 63%, npu 1-m Tvne
HelpodnbpomaTtosa — 42%, Npu COCYANCTOM M HECOCYAUCTbIX TMNax CMHAPOMaA dnepca —
[anno - 19%.

Bbicokana uyactoTta ussutoctn BCA npu cuHapome MapdaHa o6bACHAETCA reHeTuYe-
CKUM fepeKToM B CTPYKTYpe GnbpunnnHa-1 v noBbilEHNEM aKTUBHOCTM CUTHASTbHBIX My-
Ten TpaHchopmupytollero dakTopa pocTa 3, Toraa Kak cuHgpom Loeys — Dietz 06ycnos-
neH MyTaumamuy B pelentope 6enka TpaHchopmupytoLero paktopa pocTta . HapyLeHusa
c6opkn MuKkpodubpunn KonnareHa B pesynbrate gedekta ¢pnubpunnmHa-1 NnpmBogAT K
abeppaHTHOI Nepefaye cnrHanoB TpaHchopmupytoLero akTopa pocTa 3, Heobxoarnmo-
ro Ana npasuibHOro GopmMmnpoBaHNA BHEKNETOUHOro MaTpuKca. [1na cocyanucToro n He-
COCYLMCTbIX TUMOB CUHAPOMa Inepca - [laHno Takxe XxapakTepHa aHoMaslbHasA CTPYKTypa
konnareHa [11, 12]. CBa3b natonornyeckon n3smtoctn BCA 1 paclumpeHna Bocxogsailen
aopTbl OTMeYeHa nNpu cuHgpome MapdaHa, NonoxuTeNnbHaa NPOrHOCTUYECKan LLeHHOCTb
couyeTaHMA paclIMpPeHna UM aHeBPU3Mbl aopTbl € M3BMTOCTbIO BCA coctaBuna 95,4%,
cneyndryHocTb — 98,6% [10].
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OpHoM 13 NpuunH natonornyeckom n3sutoct BCA cumtaloT HapyLlueHme CTPYKTypbl
3/1aCTUYECKMX BOJTOKOH, MX GpparmMeHTaLuio, yMeHbLUEHME KONMYECTBa MafKoMbILIeYHbIX
KNeToK, HapyLIeHNA COOTHOLUEHNA KNEeTOUHbIX 3/IEMEHTOB 1 BOMOKOH B 3KCTpaLensio-
napHom matpukce [7, 12]. NogobHble n3MeHeHNA BbI3blBAKOT YXYALLEHNE MEeXaHUYeCKnX
CBOWCTB CTEHOK apTepuu U CNOCO6CTBYIOT GOPMMPOBAHMIO U3BUTOCTM, Bbi3blBatoLLEN re-
MOZVHaMUYecKre HapyLleHUs.

PaHAOMM3MPOBaHHbIX MCCNefOBaHN COCTOAHUA COCYAUCTOrO pycsa npy MHorodak-
TopHbIXx HHCT He npoBogunu. Pe3ynbTaTbl HACTOALLErO NCCNefOBaHNA He NPOTMBOpeYaT
MONOMKEHWNIO O CUCTEMHBIX U3MEHEHNAX, B TOM UKCie COCYAUCTbIX, MPY HaNMYum guarHo-
CTUYECKUX NPU3HAKOB AM33MOpUoreHesa, COOTBETCTBYIOWNX MapdaHonofobHoMmy, snep-
conopobHomy 1 Heknaccuduympyemomy GpeHoTumny.

B 3AKJTIOMEHUE

Takum obpaszom, mHorodakTopHble HHCT aBnaoTca ogHOM M3 NpuinH GopmmnpoBa-
HMA NaTonormyeckor n3sutoct BCA 1 Hepeako accoLmMmpyoTca C MOrpaHMYHbIM pacluu-
peHneM rpygHol aopTbl. MiccnefoBaHve cocyancToro pycia npv BbliBieHUn MapdaHo-
nogo6Horo, anepconofo6HOro 1 HeknaccuPprumpyemoro GeHoT1na OTHOCUTCA K fMarHo-
CTUYECKUM MEeTOAAM, HeoOXOAMMbIM [J1A CBOEBPEMEHHOIO NeUYeHNA 1 NpeaynpexXaeHunsa
Cepbe3HbIX OCNOXHEHNIA.
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