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Lienb. V13y4nTb CTpyKTYpYy CONYTCTBYIOLLEN NATOMNOMN, NPEXAE BCEro, CUHAPOMa HeambdepeHUMPOBaHHOM AMCNa3nM coeamHuTensHoM TkaHu (COCT)
y GonbHbIX rMnepTpodudeckon kapanommonatvert (TKMIM) ans onpefeneHns anroputMa KoMmiaekCcHoro oocnefoBaHms GonbHbIX.

Martepuan u metogbl. O6cnefosanv 186 naumentos ¢ FKMIM (88 My>xunH 1 78 xeHumH). AmnarHos TKMT ycTaHaBnvMBanm cornacHo AencTByio-
LM peKOMEHAALMAM; MPW OTCYTCTBUM (DEHOTUMNYECKNX NPOSIBAEHWI, MPOBOAMN MONEKYIAPHO-reHeTUYeCKOoe NCCefoBaHume.

BceM naumeHTaM BbINOMHMAM 3X0Kaparorpaduyeckoe NccnefoBaHne, a Takke CTaHAapTHoe 0bcneioBaHMe KapamonorMyeckoro nawumeHTa Ans sbl-
AIBMIEHNS CONYTCTBYIOLLMX 3aboneBaHni. Y 61 6onbHOro 1 61 YenoBeka KOHTPOLHO Fpy bl MPOBENN FreHOTUMMPOBaHVe NoNMMopdr3MoB 12 re-
HOB MOAMMUKATOPOB.

Pesynbtatbl. Hanbonee yacto FTKMIT codeTanacs ¢ MvomMoit MaTkn (52 %), KapamanbHbIMI 1 BHEKapaMasbHbIMM aHoManusmMm paseutins (50%), 3a-
OoneBaHMAMU WMTOBUAHOM Xenesbl (37%). CodetaHrie FTKMIT ¢ pa3nnyHbIMU BapyvaHTaMu NCTNA3MM COANHUTENBbHOM TKaHW OTMeYdeHo B 17 % cry-
4aeB (Mponanc MUTPanbHOro knanaHa — B 6,3 %, Nponanc TpUKyCcnuaanbHoro Knanaxa — 2,7 %, AononHUTeNbHble xopabl — 4,5%, ABYXCTBOPYaThI
aopTanbHbIv knanax — 1,8%, NoBbllWeHHas TpabekynapHOCTL NEBOTO Xenyao4ka — 3,6 %, aHeBpr3Ma MexnpeacepaHon neperopoakn — 3,6%, ae-
hekT MeMOPaHO3HOM YacTV MeXKenymo4KoBow neperopoakm — 1,8%).

3akntoyeHme. Y 60nbHbIx KM ofHOM 13 Hanbornee HacTbix COMYTCTBYIOLLIMX HapyweHur sensetcs CACT. OueHka codetaHmns CACT ¢ FTKMIM, xapaktep
NX FeHETUYECKON CTPYKTYPbl 1 OBLHOCTM NaToreHe3a TpebyioT AanbHeLLIero n3ydeHus.

KnioueBble cnoBa: ryneprpoduyeckas KapavoM1MonaTis, BapuaHT Te4eHst, MPOrHo3, CUHAPOM ANCMNAa3uUM COeAMHUTENBHOMN TKaHW, NONMMOPMN3MBI
reHoB MOAMMUKATOPOB.
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Aim. To study the structure of co-morbidities, especially connective tissue undifferentiated dysplasia syndrome (CTDS), in patients with hypertrophic
cardiomyopathy (HCM) to develop an algorithm of complex examination of patients.

Material and methods. Patients with HCM (n=186; 88 men and 78 women) were examined. The diagnosis of HCM was based on current guide-
lines; molecular genetic study was performed in the absence of phenotypic manifestations. Echocardiography and standard examination of cardiac pa-
tient were performed in all patients to identify comorbidities. Genotyping of polymorphisms of 12 modifying genes was performed in 61 patients and
61 people in the control group.

Results. HCM was most often associated with uterine myoma (52%), cardiac and extracardiac congenital malformations (50%), and thyroid diseases
(37%). Combination of HCM with different variants of connective tissue dysplasia was found in 17% of patients (mitral valve prolapse — 6.3%, tri-
cuspid valve prolapse — 2.7 %, supplemental chords — 4.5%, bivalve aortic disease — 1.8 %, increased left ventricular trabeculation — 3.6 %, atrial sep-
tal aneurysm — 3.6%, membranous ventricular septal defect = 1.8%).

Conclusion. CTDS is one of the most often associated disorders in patients with HCM. The study of the association of CTDS and HCM, the nature of
their genetic structure and similarity of pathogenesis require further study.
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Hypertrophic Cardiomyopathy and Connective Tissue Dysplasia Syndrome
TunepTpoghn4eckas kKapanoMuonaTns v CUHAPOM ANCINA3MN COEANHNTEIbHON TKaHN

MnepTpoduryeckas kapanommonatus (FKMM) — 3a-
OoneBaHue, 0OyCNOBNEHHOE MyTaLLSIMM B FeHax, KOTopble
KOAMPYIOT COKpaTUTeNbHble Benku KapanoMuoLMTOB.
Mopdonorndecknmuy npogasneHnamm TKMIT asnsioTcs
Le30preHTaums 1 runeptpodus KapaMoMUOLIMTOB, a Tak-
e NHTepCTUUManbHbI hrbpo3s [1].

B HacTosILLEe BpeMsi HeOCTAaTOHHO 13yyeHa npobnema
conytcrBytoLen natonorum npu FKMTT, xota 3Tn AaHHble
KpaWHe BaXkHbl, y41TbIBasi HEOOXOAMMOCTb NMPaKTUYECKI NOo-
CTOSIHHOW Me/IKaMEHTO3HOW Tepaniin 1 XMpyprit4eckom Kop-
peKLMM OOCTPYKTUBHbBIX (hopM 3a00MeBaHNS Y AaHHbIX MNa-
umeHToB. OTCYTCTBYET CUCTEMA, XapaKTePVI3YOLLAsA KOMIIEKC
conytcrsytoLLier natonoruv npm FIKMIT, nmetotcs nniub eam-
HUYHble COODLLEHMS Mo AaHHOMY Mo Bonpocy [2-12].

B nccnefoBaHvigx No oLeHKe nopaxeHusa cepala npuv
cMHApoMe HeanddepeHUMpoBaHHOW AMCMNA3nK CO-
eauHnTenbHoM TkaHn (COCT) B Poccuickon nonynaumm
B OOMbLINHCTBE CJIy4aeB peyb MAET O eAMHUYHbIX A0-
NOMHUTENbHBLIX XOpPAax nesoro xenygodka (OXJTXK) —
61,6%, OBe xopAbl BbisiBMeHbl B 15,5% cny4aes, a Tpu
- B 2,7% cnyyaes. MNpy 3ToM Hanbonee 4acto oTMeYeHO
Hanm4me NonepevHoOro PacnonoXeHus xopa — 65,4% Ha-
oniogeHni, a npofonbHoe — B 2,5% cnydaes [3]. UTak,
Hamnboree YacTo BCTPEYAlOTCs COYETaHHbIe Maslble aHo-
manuu cepaua (MAC) B nporpamme COCT — 1o 75%, npu
3TOM Nponanc MuTpansHoro knanara (MMIK) — a0 68,5%
n OXITXK =00 65% [13,14]. Mpn bonbluKx NPoCnekTuB-
HbIX MCCnefoBaHNUAX (Gonee 2 ThiC. YenoBek), ObINo BbI-
ABNeHo, 410 B 21% cnydaeB AXJ1K He conpoBOXaatoT-
cst apyrow natonoruen cepaua, B 19% BbIIBNEHO coYe-
TaHWe C peBMaTU4eCKUM NopaxeHueM cepaua, elle B 19%
— C aTepoCKIepoTNYeCcknM NopaxeHremM cepaua, B 12%
— c MK, B 5% — ¢ gedektom Mex>kenygo4koBomv nepe-
ropogku (MXT1) 1 B 5% — C AMnaTauMoOHHOM Kapamo-
mMuonatunen [3]. Mpu 3ToM heHOTUNUYECKMMM BHEKAP-
OUanbHbIMU NMPU3HakamMu Obinn KNHOCKONMO3 1 NMOBbI-
LWEeHHas PacTAXMMOCTb KOXW. [ponancel TprKycnm-
0anbHOro KnamnaHa B pOCCUMCKOWM NOMYyNAaLMM OTMEYeHb!
B 3-5,5% cny4asnx, npy 3ToM OHM HaLLe codeTatotcs ¢ [TMIK,
a aHeBpW3MbI MexXnpeacepaHo neperopodku (MIMMM) oT-
Me4eHbl B 2-5% HabniogeHnn. OnvcaHHble Bbllle Bapu-
aHTbI NopaxeHuns cepaua npu CACT asnatoTca pakropa-
MU pu1CKa, nNpexzae BCero, Ans pPasBUTUS apUTMUK, HTO
KpanHe BaxxHo npw TKMI1, 1 nprcoeamHeHns nHdek-
LMOHHOro 3HpokapanTa [3-5,15]. Mo pesynsratamM uc-
cnepgoBaHnn KagypuHou T.M. 1 coaBT. BbiNyLeHa MOHO-
rpacus «ncnnasna CoOeanMHUTENbHOW TKaHW», rae cu-
CTEMATU3MPOBAH U KNacCMMULMPOBaAH BeCb CMEKTP na-
Tonornu, xapaktepmsyowen CACT. TToMMMO 3TOro U
Havbornee 13BECTHbIX (PEHOMEHOB C NOPaXKeHNEM Cepa-
ua (cuHgpom MapdaHa, dnepca-[anno, Jloeca-[neT3a,
nepBMYHas Nero4Has rMnepTeH3vs, OBYXCTBOPYATHIN
aopTanbHbIA KnanaH) K AMCNNasum COeanHUTENbHOM
TKaHW ObIN OTHECEHbI MOHOMEeHHbIE KapAMOMUONaTAN 1

apuTMKK. B 3Ty rpynny BOWW: runepTpoduyeckas v ou-
naTalMoHHas KapaAnoMuonatnum, apuUTMOreHHas Anc-
Mnaswis NPaBoro Xenyno4ka (cemelHbli BapraHT), bonesHb
Hakco3a, cTpecc-uHOyuUMpOoBaHHas >XenyaoykoBas Ta-
XMKapaus, CUHAPOMbI ANMMHHOMO U KOpoTkoro QT, BKIO-
4Yad cMHApPOM bpyraabl [6].

Llenblo HacTosiLero uccnemoBaHUs ABWNCA aHanm3
CTPYKTYpPbl COMYTCTBYIOLLEN MATONOIMK, Npexne BCero
CACT, y 6onbHbIx TKMTI ona onpeneneHms anroputMa Kom-
nneKkcHoro obcnenoBaHns OONbHbIX.

MaTepuan n meToapl

O6cnenoBaHo 186 naumeHToB ¢ FKMI (88 My>K4uH 1
78 xeHWwmH). Anarto3 IKKMI ycTaHaBnmnBancs cornacHo
peKkoMeHZaLMAM MO AMArHOCTMKE N neveHmto BOoNbHbIX
FKMIM [16] Ha oCHOBaHWM anropuTMa obcnenoBaHMs
Kapamonordeckoro 6onbHoro. Mpu oTCyTCTBUM eHOTU -
MUYECKMX NPOSIBAEHU NMPOBOAMIIOCh MOMEKYNSPHO-re-
HeTn4eckoe NccefoBaHve.

DxoKapavorpapuyeckoe UCCnefoBaHve naumeHTam
npoBoAMNY Ha axokapamorpade Vivid 7 Dimension/Vivid
7 PRO Bepcus 6.0.x (TepmMaHns) No MeToamke AByXMep-
HOW 3xokapamorpadun ¢ ncnonb3oBaHneMm M- n B-pe-
KMMOB, a TakXXe C MCMOMNb30BaHMEM UMMYJIbCHO-BOHO-
BOIO V1 HEMPEepPbIBHO-BO/THOBOMO AOMMIEPOBCKOIO PeXi-
MoB. OueHMBanu pa3mMepbl Kamep CepAla, OCHOBHbIE
nokasaTtenu rmnepTpodum M1Mokapaa, B ToM 4mcse — Ton-
LLNHY MeXKenynoukoBor neperopoaku (TMXIT) v Ton-
LLNHY 3aHeN CTeHKn nesoro xenyno4ka (T3CJ1K), noka-
3aTeNv AMaCToNM4eCckom ANCHYHKLMNM, HApyLUeHNs ro-
DanbHOM 1 NoKabHOM COKPATUMOCTN MUOKapAa. Ha oc-
HOBaHMM MONy4eHHbIX AAHHBIX MPOM3BOAMIM BblHUCTIEHNE
cnefyoLMx NapamMeTpoB COMMAacHO CTaHOAPTU30BaHHBIM
MaTeMaTn4ecKnm hopmMynam: Macca Mmokapaa J1IXXK (MM
JIXK), nHgekc maccel Mrokapda JIK (MMMITX), oTHoLwe-
HVe Mexay HanonHeHvem JIK B anactony (nvk E) n cn-
crony npencepaun (nuk A) — E/A, nHgekc obbem-macca
(MOM), npeacepaHO-Xenyao4KoBoe oTHoLLeHKe (MXKO).

Bce naumeHTb 06cneioBaHbI KOMMIEKCHO MO anropuUTMy
Kapamnonoru4eckoro 601bHOro C UCNoNb30BaHMEM METO-
JVK N5 OLIeHKM COMNYTCTBYIOLLEN naTonornu (peHTreHo-
rpachmsa OpraHoB rpyAHOWM KNEeTKM 1 MO3BOHOYHOIO CTOS-
0a, ynbTpa3ByKOBblE UCCNIEA0BaHUS, KOMMbIOTEPHAs TO-
Morpacus, SHAOCKONMYeCKne MeToAbl UCCefoBaHUS).

Y 61 6051bHOr0 (26 My>X4MH U 35 XeHLWMH) 1 61 ve-
NoBeKa KOHTPOSbHOW rpy bl C NOAOOPOM «OAMH B OLUH»
NpoBeLeHO reHOTUMUPOBaHWE NONUMOPMU3IMOB 12 reHOB
MoAndUnKaTopoB: reH sHpgotenmansHon NO-cuHTa3bl
(NOS3), reH aHgotenmHa 1 (EDN1), reH peuenTopa 3H-
notenvHa Tvna A (EDNRA), reH xvma3sbl (CMAT), reH aH-
rmoteHsmHoreHa (AGT), reH aHrmoTeH3KHa |l peuentopa
TMna 1(AGTR 1), reH MaTpUKCHOW MeTannonpoTemnHasbl 3
(MMP-3), reH TpoMbounTapHOro rukonpoTenHa A
(ITGB3), reHbl koarynaumoHHbIX haktopos F2, F5, F7.
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Hypertrophic Cardiomyopathy and Connective Tissue Dysplasia Syndrome
TunepTpoghn4eckas kKapanoMmuonaTns u CUHAPOM ANCTNA3UN COEANHNTEbHON TKaHN

B pabote ncnonb3oBanu obpasubl AHK, BblgeneHHble
13 NepurpeprHeckon Kposu. [posoamnacs nonMmMepasHas
LenHas peakuma cuHtesa JHK 1 pecTpmUKUMOHHBIM aHanm3
aMNNMPUUMPOBaHHbIX pparmenTos IHK. AMnnndprkaumsa
©Oblina BbINOMHeHa C MOMOLLbIO MONMMEepPa3HoW LienHom pe-
akumm (MUP) Ha TepmoLmknepe «TepLyK» NPoV3BOACTBA
koMnanum «JHK texHonorva» (Poccns). PasgeneHve am-
NMUUMPOBaHHbLIX pparMeHToB HK nposoamnmv npw no-
MoLLW 3nekTpodopesa. Noce OKkoHYaHMA anekTpodope-
3a reflb OkpaLLMBani pacTBOPOM BPOMICTOrO 3TUAMSA U aHa-
NN3MPOBaNK B MPOXOAALLEM YNbTPa1ONETOBOM CBETE C
MCMONb30BaHVE CUCTEMbI Teflb-BMAEOA0KYMeHTaLmM «Vil-
ber Lormat» (fepmaHus).

CratncTnyeckas 06paboTka nonyveHHbIX AaHHbIX MPo-
BOOMNACh C MCMOMb30BaHMEM CTAaTUCTMHECKOrO MakeTa
Statistica 6.0 (Statsoft Inc., CLLIA). OnpeneneHie B1aa pac-
npeaenenns Ans KonmyecTBeHHbIX MPU3HaKOB OCYLLeCTB-
NANOCb C nomoLbio Kputepma Wanwnpo-Yunka. Mpwu
CPaBHEHWW Py Mo KOIMYeCTBEHHOMY NPU3HAKY B CITy-
4ae COOTBETCTBMA €r0 HOPMAsbHOMY pacnpenenieHnio nc-
nonb3osancs t-kpurepun CrblogeHTa. [ns cpaBHeHWs
KONMMYeCTBEHHbIX MPU3HAKOB, pacnpefeneHHbIX HEHOP-
ManbHO, NpuMeHsancs U-kputepnin MaHHa-YUTHu, nmobo
KpuTtepuin Kpackena-Yonnuca. lNpu nonapHOM CpaBHeHNN
4aCTOT FeHOTUMOB aNJieneun MCNonb30Banca TOYHbIV OBY-
CTOPOHHWI KpuTepunii Guilepa. ns Tpex n bonee kaTe-
ropuy NPUMEHANCA OOHOMaKTOPHbBIV ANCNEPCUOHHbIN
aHanuza (ANOVA), roe BeposTHOCTb CITyHaliHOro pasnu-
4mns onpeaensnacs no kputepuio Guiepa p(F). Kputepuin
XM-KBagpat p(x2) Cnonb3oBancs 41 OLEeHK MPU3HAKOB,
M3MepsieMbIX B HOMUHabHOR (KaTeropuinHowm) Lwkane. Pas-

NINYUA CHUTANNCE CTaTUCTUYECKM OOCTOBEPHbBIMKU MpW
p<0,05. Ecnun p 66 B npegenax ot 0,1 go 0,05, To pe-
3ynbTaT pacCMaTpPUBaNCs Kak TeHOeHLMS.

Pe3ynbTaThl

CpefHui1 BO3pacT nauyeHTos coctasun 47,1+10,0 ner,
CpenHss NPOLOMKUTENBHOCTL HabnogeHws — 7,66+0,36
net (ot 3 0 28).

Cpean HabniopgaeMbix B 55,4% cnydaes (n=103)
BbISIBNIEH MPOrpeccmpyowWm BapuaHT TedeHmns TKMI
(MBT), 8 35,5% (n=66) — ctabunbHbIV BapuaHT (CBT),
B 5,9% (n=11) — BapuaHT bmbpmnnaums npeacepamn
(BOM), B 2,7% (n=5) — BHe3anHasa cepaeyHas cMepTb
(BBCC), aB0,5% (n=1) — Bapu1aHT KoHe4Has cragms (BKC).
Mpeobnagany naumeHTbl C 0OCTPYKTUBHBLIMY BapvaHTamm
KM (67,7%) 1 aCUMMETPUYHBIM BapUAHTOM runep-
Tpotumun (79%), npn 31om 44,6 % npobaHOoB MMenin ce-
MelHyio hopMy 3aboneBaHus.

AHanm3 pe3ynsraToB NPOBEAEHHbIX MCCIIeN0BAHMIA U
LTENbHOro HabMOAEHWS 3a UCCIIeyeMOoV Mpynmow B Kiui-
HWKe BbIABUN Clefylolime 3aKOHOMEPHOCTU Mo COMyT-
crBytoLLer natonorum npu TKMI (puc. 1). MNonyveHHble
JlaHHble CBUOETENbCTBYIOT O TOM, 4To B 50% HabnogeHnin
Hanbonee Yacto FIKMI codveTaeTcs C aHOManUaMmM pas-
BUTUA, KaK KapamanbHbIMU, Tak 1 BHEKAPAVAbHBIMU, B TOM
4yucrne, B NporpamMmme ANCnasmm CoenHUTENbHOW TKaHW:
LLOMONHUTENbHbIE XOPAbl 1 YCUNeHHas TpabekynsapHOCTb
JIK, ycuneHHoe pa3sutme cetn Xvapw, nNponancsl MnT-
PaNbHOro M TPUKYCMMOANBbHOIO KianaHoB, aHeBpU3Ma-
Tr4eckoe Bbina4mBaHue n gedekt MXI1, aHomasnbHoe OT-
XOXOEHME NTEBOV KOPOHAPHOW apTepun OT JErOo4HOro

60
“ 52
50—
40 3
8
&
> 304
= 24
= 2
5 20 19 |
=) 14
5
=10
2
0 ——
BA ™ CA UF GID MS oD CTDS OED
BA LK AP MM KKT MC oPAl cacT [33

BA - bronchial asthma, TD - thyroid diseases, CA - congenital abnormality and signs (cardiac and extracardiac), UF - uterine fibroids, GID - gastrointestinal dis-
ease, MS - metabolic syndrome, OD - oncological diseases of different localization, CTDS - connective tissue dysplasia syndrome, OED - other endocrine diseases
BA - 6poHxmanbHas actma; LK — 3aboneBaHus WMTOBMAHON Xenesbl; AP — aHOManuu pasButus U NpusHakm (cepaedHble U BHecepaeyHbie); MM — muoma
MaTku; XKKT — 3aboneBaHus XenyaouHO-KuLeYHoro Tpakta; MC — meTabonuyeckuii cuHapom; OPJT — oHkonornyeckmne 3aboneBaHuns pasnMyHoOM lokanmsa-
umu; CACT — CMHAPOM AMCMIAa3UKn COeAMHUTENbHOM TKaHW; 33 — Apyrue 3HAOKPUHHbIE 3aboneBaHus

Figure 1. Comorbidities in patients with hypertrophic cardiomyopathy
PucyHok 1. ConyTctBytowas natonorns y 6omnbHbix TKMT
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A - atrial septal aneurysm (arrow) in a patient with hypertrophic cardiomyopathy; B— membranous part of the interventricular septum defect (arrow) in a pa-
tient with hypertrophic cardiomyopathy. Left to right shunt; C - hypertrophic cardiomyopathy and 2 additional LV chord (arrows)

LV — left ventricle, RV - right ventricle, LA — left atrium, RA - right atrium
A - aHeBpM3Ma MeXnpeAcepAHoON neperopoaku (ctpenka) y 6onbHon FKMIM; B — gedekT membpaHo3sHom Yactn MXIT (ctpenka) y 6onbHon FTKMIM. Copoc
cneBa Hanpaso; C - TKMIM u 2 gononHuTensHble xopabl JIXK (cTpenkn)
JIXK - neBbitt xenynouek; MX — npaebiii xenypodek; JIM — neBoe npeacepaue; MM — npaBoe npeacepane

Figure 2. Variants of intracardiac manifestations of connective tissue dysplasia in patients with hypertrophic cardiomyopathy
PucyHOK 2. leMOHCTpaLus BapuaHTOB BHYTPUCEPAEUHbIX MPOSBAEHUIN ANCNIA3MM COEANHUTENBHOM TKaHW y 60bHbIX TKMIT

CTBONA, ABYXCTBOPYATbLIV a0PTalNbHbIV KnanaH 6e3 dhop-
MWPOBaHMA NaTONOrM4eCKOro rpagreHTa Ha aopTabHOM
knanaHe. Cpeau aKCTpakapAmanbHbIXx aHOMannm passu-
TWS Hanbonee YacTo BCTPeYanmch AOMNONHUTENbHbIE COC-
KW, TIYyXOHeMOTa, aHOMasnbHOe Pa3BUTHE KUCTEN, FPbIXKM
Pa3fIVYHOM NoKanmM3aumm, BaprkosHas 60ne3Hb HUXKHNX
KoHe4yHocTen. TakM obpaszoM, B 17 % crlyHaeB oTMeYeHo
coyetaHme 'KMIT ¢ pasnn4HbIMK BapraHTaMm AUCnnasmm
COeANHUTENBHOW TKaHW. MonyYeHHble AaHHble No conyT-
CTBYIOLLEM MATOMOMMK HOCAT OMMCaTeNbHbIV XapakTep,
TaK KaK OTCYTCTBYIOT AaHHble CPaBHUTENBHOMO CTaTUCTU-
4eCKOro aHasn13a rno ConyTCTBYIOLLEN NAaTONOTN GOMbHbIX
KMIT n cpefHme cTaTUCTYecKme OaHHbIe MO HO30MOrMAM
B Poccumckom nonynaumm xxurenen KpynHelx ropogos. On-
HaKO pe3ynbTaTbl MHOTONETHNX HABMOAEHNI 33 rPYNnon
NaLMeHTOB C M3y4aeMoW natonoruen TpedyioT AanbHen-
LLIero 13y4eHuns cnekTpa ConyTCTBYIOLLEN NAaTONOMMN.
Mpwv aHanm3e pe3ynsTaToB 00C/IeA0BaHMSA rPynmbl Ha-
ononaembix 6onbHbIX TKMI, Kak yka3blBanoch Bbille, B
17 % cny4vaeB 6bI10 0OTMEYeHO Hann4me npmsHakos CACT,
npyv 3TOM MopaxeHue cepua otMedveHo B 14,5% Ha-
ononeHun. OLeHKa CTPYKTYPbl BbISBNEHHbIX U3MEHEHUI
y HabnogaeMbix DOMbHbIX BbIABUIIa CrieaytoLime nokasa-

Tenu: NMMK - 6,3 %, nponanc TprKyCnuaanbHOro Knana-
Ha — 2,7%, pononHutenbHble xopdbl — 4,5% OByx-
CTBOPYaThIV a0pTanbHbIV knanaH — 1,8%, NoBbILeHHas
TpabekynapHocTb JTXK — 3,6 %, aHeBpu3ama MMM - 3,6%,
JnedekT MemMbpaHo3Hor Yacty MXIM - 1,8%.

[eMOoHCTpaums BapmaHTOB BHYTPUCEPAEYHbIX MPOo-
SBNEHUM ONCMNa3un COeOUHUTENBHOW TKaHV NpeacTaBieHa
Ha puc. 2.

CBoeBpeMeHHas anarHocTmka npusHakos CACT, npex-
[le BCero, C nopaxeHuem cepaua, y oonbHbix FTKMI nos-
BOJIAET BHECTW KOPPEKTUBbI MPU MPOrHO3MPOBAaHNN Teye-
HUS 3a00neBaHNs 1 MOAXOMbl K TAKTUKE BeAEeHUS.

[anee npencraBneHbl pesynsraThl No Hanboree 3Ha4u-
MbIM KOPPeNAaUVaM NnonmmMopdr3MOB 13y4aeMbIX FeHOB MO-
ANPUKATOPOB 1 BapuaHTam COMyTCTBYIOLLEN NaToNormm
OonbHbIX TKMIM, npexae scero, ¢ CACT.

0 OaHHbIM, MOSTyYEeHHbIM NPW MCCeAOBAaHMN NONN-
mopdmama Pl A1 /A2, [rs59 18] reHa TPOMOOLMTAPHOTO M-
konpoteunHa llIA (ITGB3), o4eBnaHo, 4to HonbHble ¢ C/C
FEHOTMMOM 3Ha4YVMMO MPeobnagaloT Npu CUHAPOME He-
AnddepeHLMPOBaHHOW ONCNNA3NM COeAUHUTENIbHOM
TkaHn (p=0,008). Mpw BapmaHTe reHoTnna T/T BbifBIe-
Ha TeHOeHUMa Hanudua y 6onbHbIX TKMI = rpbixn nn-
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LLieBOAHOIO 0TBEPCTUS Anadparmbl (p=0,086). C y4eTom
MONy4eHHbIX AaHHbIX MO OLEeHKe CTPYKTYPbl MONMMOophm3ma
-11715A/6A, [rs3025058] reHa MaTpMKCHOWM MeTanmno-
npoTerHasbl-3 (MMP-3) MOXHO roBOpUTb, YTO BapuaHT
reHotnna 5 /5 vmeet TeHAeHUMIO ObITb Bonee ycTonYMBLIM
NposBAEHUAM AUCNNA3NU COeANHUTENBHOM TKaHW
(p=0,067). B ocTanbHOM 3HAYMMbIX Pa3NUYMIA MO UC-
cnefyemMbiM nosimop@uamam npu codetanmm KM m
CIACT He BbIssBNEHO.

OOcyxpeHue

OueHrBas pe3ynbraTbl MPOCNEKTUBHBLIX NCCIEA0BA-
HUW, XapakTepy3yoLLMX SMMOEMMONIONMIO, STUOMNOMMIO, KII-
HKKY, BapuaHTbl TedeHns FTKMIT, puckmn BCC v nogxods! K
BefeHUIo OONbHbIX CreflyeT OTMETUTb, YTO HET YeTKMX
CTaTUCTUHECKMIX AaHHBIX MO COMYTCTBYIOLLE NATONOrM Npu
KMIT. Tony4eHHble B ccnefoBaHny pesysisraThbl npu MHO-
roneTHeM HabnoaeHNN 3a nauyeHtamMm FKMI yka3biBatoT
Ha ycueHue 1 ynopcrBo apuTMum npu codetaHmm ¢ MAC
B nporpamme CLCT. Mo fgaHHbIM NMTepaTypbl M3BECTHO, YTO
Hambonee YacTo BCTpeyatoTca codeTaHHble MAC B npo-
rpamme CLACT, cpefy KOTOPbIX NEPBOE MECTO 3aHUMAalOT
NMMK v gononHutensHeole xopabl JIX [7]. Mpwy 3TOM OT-
CYTCTBYIOT OLHO3HA4Hble CTaTUCTUYECKME OAHHbIE O CoYe-
TaHUW FTKMTIT n MAC. AKTUBHOE 13y4eHKe O1Cniasmm co-
eANHUTENBHOM TKaHW Ha4MHAETCH C KoHLa XX 1 Hadana XXI
BeKOB, Korfa nossnsotca padotbl A.C. KanmbikoBow v ee
YHEHWKOB O NPM3HaKax AMcnnasumy coeanHUTENbHOM Tka-
HW MPW NOPaXeHNK cepaedHo-cocyamcTon cnctembl (CCC)
y Aeten [7]. B nanbHenwem B pabotax 3.B. 3emMuo0BCKOro
n A.A. AnekceeBa OLIeHNBaETCH KOMMNEKC CoefMHUTENb-
HOTKaHHbIX HapPYLLEHWIA B PA3IMYHbIX BO3PACTHbIX IPyMnnax,
POpPMUPYIOTCA MOAXOAbI K TEPANMV 1 BEAEHUIO TaKMX Na-
umeHToB [4,5,8]. Ocoboe BHMMaHMe yaensercs Takomy
FPO3HOMY OCNOXHEHWMIO MPU MOPaxXeHNM cepala, Kak
NHMEKLMOHHBIN 3HA0KapAMT. OCHOBHOE MecCTo B paboTax
3aHuMaeT nopaxerune CCC. Vimetotca coobLeHWs o co-
yetaHuy TKMIT ¢ ABYXCTBOPHaTLIM a0pTasibHbIM KanaHoM,
nedexktom MXIT 1 He3aKpbITbIM OBaslbHbIM OKHOM, [0-
nonHMUTENBHBIMK Xopaamm JIK. Ha 0CHOBaHMM poCccunMcKoro

1 3apybexxHOro onbiTa Obina co3paHa MoHorpadus «uc-
NNasna CoOeaMHUTENbHON TKaHW», aBTopbl T.W. KagyprHa
1 B.H. TopbyHoBa, rae kapamomMmonaTim, B TOM YCTe W
rmnepTpopuryeckas, paccMaTpMBalOTCH aBTOPaMK B MPo-
rpamme COCT [6]. B pabotax 3apybexHbix aBTOPOB OCBe-
LLLeHbI MPenMyLLLEeCTBEHHO reHeTuYeckme acrnektbl CLACT n
FKMT. CornacHo OencTBYIOLWMM pekoMeHO4AUMAM Ha-
CNeACTBEHHbIE HAPYLUEHVA COEAMHNTENBbHOM TKaHW Npea-
CTaBNSAIOT COOOW reTeporeHHyto rpynny 3aboneeaHnia, 06-
YCNOBNEHHbIX MyTaUMAMK reHoB GenkoB BHEKETOHHOIO
MaTpUKCa U PepMeHTOB MX OMOCUHTE3a, a TakKe reHOB
BenkoB, y4acTBYIOLLMX B MOPOreHese CoeAMHNTENbHOM
TKaHW [15]. 2TM reHbl OTBETCTBEHHbI 38 CUHTE3 MV pacnag,
KOMMOHEHTOB 3KCTPaLeMofIAPHOro MaTpmKca CoenHm-
TeNbHOM TKaHW. B TO XXe BpemMs B OCHOBE U3MEHEHW, Ha-
ontopgaeMbix npy FTKMIT, B 60NbLUMHCTBE Cry4aeB Nexat My -
TaLUMK B FreHax, KOAMPYIOLLMX CApKOMEpPHble Denku Mno-
kapaa [16]. JaHHbIM (aKT C yHeToM pasnn4ymm rmcroreHesa
COEAVHUTENBHOW W MbILLIEYHOW TKaHel He COBMaJaeT C MHe-
Hrem aBTOpoB, oTHocALLMX TKMIT kK CACT [6].

3aknioyeHue

Mo pe3ynsratam OnnTenbHbIx HabmoaeHnn (bonee 25
NeT) BbISIBNEHO, 4TO y OonbHbIX TKMIT ogHOM 13 Havnbonee
YaCTbIX HAPYLUEHWNI B CTPYKTYPe COMYTCTBYIOLLEN NaToNo-
MV ABNSETCA CUHOPOM HeanddepeHLMPOBaHHOW AMC-
nna3umn CoeanNHUTENbHOW TKaHW.

OueHka natonorunn CCC npwn CACT, codetaHme ¢ TKMIT,
XapakTep MX reHeTU4ecKom CTPYKTYpbl TPeOyIoT AanbHen-
LLIEro U3Yy4eHWs, T.K. MOTyT NoATBEPANTb ODLLHOCTbL NaTo-
reHesa kapaMoMMOonaTnm N COeANHNTENbHOTKAHHOW ANC-
nnasum C NopaxeHWeM cepala. 3HaHVe CTPyKTypbl CO-
NYTCTBYIOLLIEM NATONOMN 1 ee 0COOEHHOCTEN MOTYT MOMOYb
B onpeneneHumn TakTnk BegeHns 0onbHbix FTKMI.

KoHdnuKT uHTepecoB. Bce aBTopbl 3asBNsIOT 00 OT-
CYTCTBUM MOTEHLMANIBHOIO KOH(IVIKTA MHTEPEeCoB, Tpe-
OyloLLero packpbITVs B JAHHOW CTaTbe.
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