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M3yyanocb cocTosiHMe KnanaHHOro annapara cepiua y nauneHToB ¢ rmnepmMoounbHbIM CUHOPOMOM C yHeTOM NonMmopduns-
ma reHa MMP-3. O6cnefoBaHbl 28 NauMeHToB C rMnepMobusibHbIM cuHapomoM (I'C) (MyX4mH — 9, XeHLWwmH — 19, cpeHun
Bo3pacT — 24,5 + 1,7 roga). [C guarHocTtvposarscs Ha ocHoBaHuM Kputepues BpavitoHa (1998 r.), rmnepmo6unbHOCTbL CycTa-
BoB (TMC) oueHuBanach ¢ nomoLbto Lwkasbl BertoHa (1973 r.). Bcem naumeHTam nposogunack 219xoKI™ ¢ oLeHKol cocTo-
SIHMA KnanaHHoro annapata cepgua. [eHeTudeckoe uccneposaHne nposedeHo 16 6onbHbIM ¢ TC 1 BKNOYaNo M3y4veHne
nonumopduama (5A/6A -1612) B permoHe npomoTopa reHa MMP-3. BbisiBneHa BbiCOkasi YacToTa accouuvaummn nponarca Mu-
TPasnbHOro U TPMKYCNMAANBHOMO KNanaHoB, a TakXke reHeTU4eCKoW AeTEPMUHAHTLI COeANHNTENbHOTKaHHOM AUCNIasumn — no-
numopdmama reHa MMP-3 (5A/6A) y NnauMeHTOB € rMNepMoGUIbHBIM CUHLPOMOM.
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The aim of the investigation was to study the condition of valve device of heart in patients with a hypermobility syndrome tak-
ing into account polymorphism of MMP-3 gene. 28 patients with a hypermobility syndrome (BHS) were under study (men — 9,
women — 19, middle age — 24,5 + 1,7). BHS was diagnosed by the Brighton criterias (1998), the presence of BJHMS was eval-
uated according to the Beighton scale (1973). Echocardiographic examination was done at all aspects. Genetic research was
performed in 16 patients with BHS and included polymorphism studying (5A/6A-1612) in the region of the promotor of MMP-3
gene. High frequency of MVP and TVP association as well as genetic determinants of connective tissue dysplasia — of poly-

morphism of MMP-3 gene (5A/6A) was revealed in patients with BHS.
Key words: hypermobility syndrome, mitral valve prolapse, tricuspidal valve prolapse, polymorphism of MMP-3 gene

r nnepmobunbHbIn cuHgpom (IC) — cuctemHoe 3a6oneBaHve
COEOVHUTENIbHON TKaHW, XapakTepu3yloLleecs rMnepmo-
6unsHocTbio cyctaBoB (TMC), codeTarouleecst ¢ xanob6amy Ha
NMopakeHe OMOPHO-ABUraTeNbHOro annapara Wunm BHYTPEHHM-
MW 1 BHELLUHUMU (PEHOTUMNHECKUMM NPU3HaKaMy ucnnasum co-
eOVHUTESNIbHOW TKaHW, NPy OTCYTCTBUM KaKoro-nMbo Apyroro pes-
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MaTtnyeckoro 3aboneBaHvsl. dNMAEMUONIOrMYecKne nokasaTtenu
'C BapbupytoT ot 0,6 0o 31,5% n 3aBUCAT OT BO3pacTa, 3THUYe-
CKMX XapakTepucTuk obcrnegyembix 1 ctenenmn oueHkm MMC. Oco-
6eHHOoCcTU 'C — CKIIOHHOCTb K CEMEWHON arperauummn 1 HacnegoBa-
HVe MO XKEHCKOM NINHUW, YacToTa BCTPE4aeMOoCTV JaHHOro CUHAPO-
Ma yMeHbLLaeTcs ¢ Bo3pacToMm [1, 2].

Hay4Hbi 1 npakTudeckmin nHtepec K FMC BO3HUK eLle B KOH-
ue 19 Beka, korga 6bIv onMcaHbl HacneaCcTBEHHbIE CUHAPOMBI, B
KIMHMYECKOW KapTuHe koTopbix TMC sBnsinace ogHMM 13 Befy-
wmx cumntomoB (cvHgpom Mapdhana, cuHgpom Onepca—[aHrro,
HecoBepLUEHHbIA ocTeoreHed). B HacTosLee Bpems 3Tn 3abone-
BaHWsA BblOeneHsbl B rpynny anddepeHumpoBaHHbIX AMCnnasui ¢
M3BECTHBbIMU FreHeTUYECKUMIN Mapkepamn. VIdydeHne co6CTBEHHO
'MC nokasano, 4To BCTPEe4aeMOCTb 3TOr0 COCTOAHWSA 3HAYUTENb-
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HO LUMpe, YeM pacrpoCTPaHEHHOCTb YNOMAHYTbIX HacnenCcTBeH-
HbIX 3a6oneBaHun, n BnusHne MMIC Ha cocTosiHMe 300pOBbS UMe-
€T caMble pa3HoobpasHble acrekTbl. [epBoe onvcaHue rmnepmo-
6unbHocTn cyctasos npuHagnexut Kirk, Ansell n Bywaters (1967)
[3]. ABTOpamu 6bI1 NPEIOXEH TEPMUH «TUNEPMOOUSTBLHBIN CUH-
gpom» (I'C), oTpaxarowmii heHOMEH MMNepmMobuIIbHOCT CycTa-
BOB 1 COYETaIOLLMINCS C AMCHYHKLMEN OMOPHO-ABUraTensHOro an-
napara (MoABbIBUXKM, apTpanrum). B nocnegytoLlem BHMMaHve 1c-
crneposartenen npuenekna npobnema runepmMoobmunbHOCTU NO3BO-
HOYHUKa, ABNAIOLLECA NMPUYNHON Pa3nNYHbIX NaTONOrM4ecKmnx co-
CTOSIHUN, BaprabesibHbIX B CBOWX KIIMHUYECKMX NPOsBEeHUsX. Tak,
6bina BbiABNeHa accoumaumns C ¢ nombanrmen NpPoaomKUTESb-
HOCTBIO CBbILLE 3 MEC, a TakxXe CO CMOHANITONN3OM 1 CMOHAUNONN-
CTe30M. Takum 06pa3om, ObInn MPeanoXeHbl AMarHoCTUYECKue
kpuTepun I'C, KOTOpbIN paccMaTpuBaeTcs B HACTosLLEee BpeMs B
pamMKax HO305orn4eckon opmel [4].

OAunarHocTuyeckme Kpurepum runepmMmo6mMnbHoro
cuHppoma (Brighton, 1998)

bornbLuve kputepun:

* CyeT no wkane bewrtoHa 4 n3 9 nnn 6onee (HaA MOMEHT OCMO-
Tpa Unn B MPOLLINIOM)

* Aptpanrusa 6onee 3 Mec B 4 cyctasax v 6onee

Marnsie kputepun:

e Cuert no wkane bertoHa 1-3 13 9 (0-2 anda nogewn craplie
50 neT)

e Aptpanrus B 1-3 cyctaBax unu nombéanrus 6onee 3 mec, Ha-
JM4yve CroHAMonnaa, crnoHamnonueTesa

* BeiBuxn/nogsbiemxmn 6onee Yyem B 1 cyctaBe mnv NOBTOPHbLIN
BbIBMX B OOHOM CyCTaBe

¢ [NepuapTuKynspHble NopaxeHus 6onee 2 nokanusauui (3anu-
KOHOMIINT, TEHOCMHOBUT, BYpCuT 1 T.4.)

* MapchaHoMgHOCTbL (BbICOKMIA POCT, XyAOLLABOCTb, COOTHOLLIE-
HMe «pa3mMax pyk/pocT» 6onee 1,03, COOTHOLLUEHUE «BEPX-
HUW/HWXXHWIA cerMeHT Tena» MeHee 0,83, apaxHopgakTunms)

* AHOMarnbHasa Koxa: TOHKOCTb, MMMeppacTsXMMOCTb, CTPUW,
aTpouYHbIe pyoLibI

* [asHble NpM3HaKkun: HaBucaroLLye BeKN Unm Mmonus

* BapnKo3Hble BEHbI UKW IPbIKK, ONyLLEHWE MaTK1 UIv MPsSiMoK
KULLIKW.

Heob6xoamMmo 0TMETUTb, YTO 60Jb B CNMHE — OOHO U3 Hanbornee
YacTbIX NPOSIBMIEHWI MAaTosIorMn ONMopHO-ABUraTensHoOro annapa-
Ta B NONynsuumn B LIESIOM U B HACTOSILLEE BPeMs ABMSETCA Meau-
KO-coumarnbsHon npobnemont. I3BecTHO, YTO AereHepaTtuBHble 13-
MEHEHNA B MEXMNO3BOHKOBOM aucke (MIM) n accoummpoBaHHbIv
C HUMK 6ONIEBON CUHAPOM B CMUHE B MOJSIOAOM BO3pacTe MoryT
ObITb NPAMbIM CNEACTBMEM HApYLUEHUs] Pa3BUTUS COEQUHUTENb-
HOW TKaHW.

Mo pesynsTatam mccrenoBaHus, NPOBEOEHHOro Ha Kadpenpe
hakynsTeTcKon Tepanun UM. akagd. A.W. Hecteposa ne4e6HOro
thakynsreta PIMY, y 22% 605bHbIX C e60TOM 605ei B CrHe BO
BTOPOW W TpeTbeN AeKagax Xu3Hu 6bina anarHoctmposaHa MMIC.
Kpome Toro, onncaH XpoHUYECKUA «UHTEPMUTTUPYIOLLMIA» Bapu-
aHT Te4yeHus 60Ne B CrnHe Y NaumMeHTOB MOJIOAOoro BO3pacTa,
Ccpelun KOTOpPbIX BbIfIBfIeHa BbICOKas YacToTa BCTPe4aemMoCTu ru-
nepmMo6usIbHLIX N, cocTasmBLLasn 45%.

lMoka3aHo, 4TO MopaXkeHne OropHO-ABUraTeslbHOro annapara
npu HegdEPEHLIMPOBAHHBIX ANCMNIA3UNAX COEOUHUTENBHON TKa-

HM B 55-69% cny4yaes accouumpyeTcsi C nopaxeHuwem cepgua, B
cBA3UN € YeM elle B 1989 r. Macom n MupTuemM 6bIn NpeaioxeH
TepmrH MASS-cuHpgpoma ans 0603Ha4eHns QMCNAacTUHecKoro
heHoTUMa, CoHeTaoLLEero NopaxeHme cepae4HoO-CoCyanCTON cuc-
TEMbI 1 OMOPHO-ABUraTesibHoro annapara. [1o HacTosLLEero Bpeme-
HW HET eanHOro B3rnsaAa Ha npobnemy 'C n coyeTaHHOro nopaxe-
HUS ceppua. Psag nonynsumoHHbIX MccnegoBaHui nokasan, B Of-
HUX Crny4asix, BbICOKYIO 4acTOTy BCTPE4aeMOCTV mponanca MuT-
panbHoro knanaHa npu C [5, 6], B opyrnx — OTCyTCTBME COYETaH-
Horo nopaxenus [7]. A.l'.BeneHbKknin NpeanoXxun BHECTU B nepe-
YeHb MasibIX AvarHocTnyiecknx kputepues 'C nponanc muTpanb-
HOro knanasa [6].

leHeTu4eckasn ocHoBa 'C [O HacTosLLEro BpemMeHu ocTaercs
Hen3BecTHOW. B ocHoBe pasBuTUA HepgndepeHUMpPOoBaHHbIX
ancnnasun coepguHuTensHon Tkannm (HOCT), K KOTOpbIM U Npu-
Hapgnexut TMC, nexar mMyTaumn reHoB, OTBETCTBEHHbIX 3@ CUH-
Te3 unM pacnaf KOMMOHEHTOB 3KCTPaLEmnoNApHOro MaTpukca
coegnHUTenbHONM TkaHn. CerogHsa n3sectHa 6osbLuas rpynna mo-
HoreHHbIXx HOCT, conpsiXeHHbIX C MyTaLmen reHoB 6eflkoB BHe-
KNEeTO4YHOro Matpuvkca (KomnareHbl pasfnnyHbIX TUNoB, hunbpun-
JIMH, TEHACLMH), FeHOB PeLienTOpOB POCTOBbIX PAaKTOPOB, B YaCT-
HocTn TGF-B, n maTpuyHbix meTannonpoTtenHas (MMP). N3secT-
HO, YTO (PYHKLMOHAmbHbIA MOBTOPSEMbIA MO AfUHE MOAMMOp-
dmam (5A/6A -1612) B pernmoHe npomoTopa reHa MeTansionpore-
nHasbl-3 (MMP-3, cTpOMENM31H) TOYHO perynmnpyeT aH3umaTnye-
CKYI0 aKTMBHOCTb CTPOMENU3VHA, AerpagvpyroLero KominareHsl
I, 1V, IX, X TnoB, a Takxe (MOPOHEKTUH, NAMUHWHbBI U MPOTEOT -
NMKaHbl. 10 gaHHbIM HEKOTOPbIX UCCNefoBaHUM, NPOMOTOPHbIN
nonumopdunam 5A/6A accoummpyeTcs CO CKONMMO3oM [8] 1 npo-
nancom muTtpansHoro knanaxa [9]. Kpome Toro, konnareHsl IX n
X TVNOB ABNAIOTCA KOMMOHEHTAMU COEQMHUTENBHON TKaHU Xpsi-
La, B TOM YMCIie MeXMO3BOHKOBOIO AMCKA, PaHHWe fereHepaTus-
Hble N3MEHEHMSI B KOTOPbIX CIy>XXaT UCTOYHMKOM MOSIBIIEHWS JOP-
canrun (nombanrui) [10].

BhbILLenepe4ncneHHble acrnekTbl MOCNY>XUIM OCHOBOW NpoBefe-
HUS  KITMHWKO-MHCTPYMEHTAsbHbIX COMOCTaBNEHWUA MOPaXeHWs
cepaua npu 'C ¢ y4eToM reHeTMHeCcKoro Mapkepa CoeauHUTE b-
HOTKaHHOW amcnnasun.

Llenbto HacTosLLen paboTbl 6bI10 N3yHeHe COCTOSIHWUA KranaH-
HOro annapara cepgua y NauMeHToB C rmnepMoobusibHbIM CUHAPO-
MOM C y4eToMm rnonmmopdurama reHa MMP-3.

MauneHTbl U MeToAbl

B cooTBeTCTBMU C Liefbio paboTbl 06¢cnefoBaHbl 28 naumMeHToB
C rmnepmMo6unbHbIM cHAPOMOM (IC) (My>XXUMH — 9, XeHLWH — 19,
cpepHuii BogpacT — 24,5 + 1,7 roga), o6paTnBLUMXCS 32 MeanLMH-
CKOM MomoLLbio B MOCKOBCKUI FOpPOACKOM PeBMaTonorn4eckuin
LeHTp Ha 6a3e NKE Ne1 1 nevebHo-peabunutaumoHHbIn MegnumH-
CKMI LeHTp knHeauTepanun. FMC oueHmBanach ¢ NOMOLLIbIO LLIKa-
nbl Bertona (1973), C gnarHoCTMpoBarncst Ha OCHOBaHWUN KpuTe-
pves Bpavitona (Brighton) (1998). Bcem nauveHTam, BKIOYEHHBIM
B uccnepoBaHue, nposeneHo 2190xoKI™ ¢ OLEeHKOM COCTOAHMSA Kra-
naHHOro annapara cepgua, y4vTbiBas CTeneHb NponabnpoBaHns
cTBOPOK KnanaHoe (Devereux R.B. et al., 1987), cTeneHb MMKcoma-
To3HOM AereHepaumn (Ctopoxakos I.L. n coasT., 2001), cTeneHb
peryprutaumm (Bonow R. et al., ACC, 2006). leHeTu4eckoe nccne-
JoBaHve nposefeHo 16 60sbHbIM ¢ ['C 1 BKNOYano nay4eHune no-
numopdmama (5A/6A -1612) B permoHe npomotopa reHa MMP-3.
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Pe3synbTaTrbl MCCNEeAOBaHUA U UX o6cy)|(ne|-me

Cpeghuii 6ann TMC no wkane beritoHa coctasun 5,5 + 0,6.

Hopcanrum guarHoctmpoBaHbl y 26 (92%). B pamkax 'C
y 17 (60%) obcnenoBaHHbIX AMArHOCTMpOBaHa WM30MMPOBaHHas
nomM6anrna NPOAOIMKUTENIBHOCTLIO CBbILLIE 3 MeC, CoYeTaHHas o-
kann3aums BC ¢ BoBneyYeHeM rpygHoOro otaena no3BOHOYHUKA —
y 11 (40%) naumeHToB. XapakTepHbIMU KITMHNYECKMMUN OCOBEHHO-
CTAMU 60NEBOro CUHAPOMA B CMUHE Y MMMePMOBUITbHBIX NUL C CO-
YeTaHHOW okKanuaauuen [opcanrvin fBUInChL NPenMyLLEecTBEH-
Hasa nokanusauma 60nv B rpygHOM oTAesnie no3BoHo4YHMKa y 10
(90,9%) — 60nbHbIX, CBSI3b GOMEBOr0 CMHAPOMA CO CTATUHECKOW
Harpy3kor y 10 (90,9%), yMeHbLLEeHE 6OMEBOro cMHapoma B ro-
PU30HTaNIbHOM MONOXeEHUN — Y 8 (72,7%) naumeHToB. ApTpanrum
KOMNEHHbIX CycTaBoB AuarHoctvposaHbl y 14 (50%) mauveHTos,
NMOABBLIBUXM B KOJIEHHbIX cycTaBax — Y 2 (7,1%). HactoTta BcTpeya-
emocTy theHoTUNM4eckmx Mapkepos 'C y o6crnefoBaHHbIX naum-
€HTOB npefcTasneHa B Taon. 1.

Mpu oLeHKe xanob co CTOPOHbI cephe4HO-COCYANCTON cucTe-
Mbl Kapauanrum OuarHocTmpoBaHbl y 7 (25%) naumeHToB, xarno-
6bl Ha y4aLleHHoe cepauebrerune —y 6 (21%). MNpu durankansHom
ob6cnenosaHnK ayckyssTaTvBHaA KapTuHa rnporarnca MUTpasibHo-
ro kKnanaHa B BUAE CPEOHECUCTONMYECKOro LUenyKa BbisiBieHa
y 10 (35,7%) naumeHnTtoB. Mo pesynstatam 2[3xoKI" y 22 (78%)
naumerToB ¢ C gnarHocTMpoBaH nponanc MUTPasnbHOro Knana-
Ha, Npu 3TOM nponabupoBaHWe nepegHen CTBOPKUM OTMEYeHO
y 20 (91%), 3agHen — y 1 (4,5%), 06enx cTBopok —y 1 (4,5%) na-
uneHta. MwutpanbHas peryprutaums | cteneHn BbisiBneHa vy
15 (68%) ob6cnenoBaHHbIX, MMKCOMATO3Has aereHepauus | crene-
HU —y 5 (22%) 60nbHbIX. MMponanc TpMKyCnMaanbHOro KranaHa
anarHoctuposaH y 14 (50%) naumeHTOoB; y BCex NauneHToB oTMe-
YyeHa | cTeneHb NnponabupoBaHWst CenTanbHOW CTBOPKM (Tabn. 2).
CouyeTaHne npomnancos MUTPANbHOMO WM TPUMKYCNMAANBHOIO Kna-
naHoB BblisiBNeHo y 13 (46%) naumnenTos c I'C.

[eHeTnyeckoe uccrnegoBaHve, nNpoBedeHHoe y 16 naumneHTos,
BbISIBUNO nonumopdunam reHa MMP-3 — reTepo3uroTHbIA reHoTvN
(5A/6A) —y 8 (50%) naumeHToB ¢ I'C, 4TO TpPedyeT JanbHeNnLIero
HakonneHns HakToB.

Ta6bnuua 1. Yactota BCTpe4yaemMocTu (heHOTUNMNYECKUX MapKepoB
'C y o6¢cnepoBaHHbIX NaLUEHTOB

Mpu3Hak Yucno 6onbHbIX (n = 28)

CpegHui 6ann F'MC no Lwkane belitoHa 55+0,6
TNiomGanrus > 3 mec 17 (60%)
ApTpanrin KoneHHbIX CyCcTaBoB 14 (50%)
[NopBbiBMXM B CycTaBax 2 (7,1%)
CnoHgunonucTes 2 (7,1%)
CTpum Ha Koxe 2 (7,1%)
MapdaHongHoCTb 2 (7,1%)
Mwonus 8 (28%)
Bapnko3Hoe paclumpeHne BeH H/KOHEYHOCTEN 4 (14%)
HedpponTos 3 (10%)
pbKM (MynoyHble, naxoBble, 6€M0M NMHUK XWBOTA) 3 (10%)

Tabnvua 2. BapuaHTbl nopaxeHusi cepaua y nauueHtoB ¢ I'C
no peaynbraram 2[13xoKIr

KnanaHbl cepaua BapuaHTbl nopaxeHnus Yucno 60nbHbIX

(n=28)

MuTpanbHbii * nporiabupoBaHue NepeaHen CTBOpKM 20 (91%)

KnanaH * nponabupoBaHne 3agHei CTBOPKM 1 (4,5%)

* NponabupoBaHne 06enx CTBOPOK 1 (4,5%)

TpuKycnupansHbiii  ® NponabupoBaxne CentanbHoN CTBOPKM 14 (50%)
KnanaH

BbiBoAabl

BrisiBneHa BbicOKas YacToTa accoumaumm nponarnca Mutparb-
HOr0O Y TPUKYCNOASIbHOrO KiianaHoB, a TakXe reHETUYECKON fe-
TEPMUHAHTbI COEAVNHUTENIBHOTKAHHOM AUCMasMmn — Nonmmopauna-
ma reHa MMP-3 (5A/6A) y naumenTos ¢ 'C.

HeobxogMmo OTMETUTB, YTO AMCNNAa3ns COEQUHUTENBHOM TKaHW
npeacTaBnseT Co60M YHUKANbHYO OHTOMEHETUHECKYO aHOManmio
pasBUTUS OpraHM3mMa, KoTopasi OTHOCUTCS K YUCTTY CIOXHbIX BOM-
POCOB COBPEMEHHOW MeauLnHbL. DeHOTUNMNYECKME MapKepbl OUc-
nnas3um HOCAT, Kak NMpaBusio, MPOrpeCcCUpYOLLIMA XapakTep u ne-
XaT B OCHOBE (hOPMMPOBaHNA COMaTUHECKOWN NaToNOrMu, YTo BO3-
BOOMT U3y4aeMyto Npo6ieMy B paHr akTyasibHOMN.
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