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nPotlAnc MnTPAtlbHorO KnAnAHA KAK MAPKEP Ancn,|ASnl,t coEgl4Ht4TEnbHoF T!(AHI4Haanoa B.ll., Masyrp C.A.

Pespue. ,Qucnnaenn coeAr/,HnrenbHo7 rxann (ACT) nwacraaneud rpynnofr re*eru.recKn rereporeHHux n Knu,wtecKn nonr4-MOpoHHx naronorueecKux cootoanufi, Koropue xapatcrepnswrcg HapweHneu sopuupoaaHus coe$t/rHurenbHoh rxanu e eu6-pt4oHHHanbHoM u nocrHaranbHoM nepnoAax. Han6onee gacrvM MapKepoM necuxpltounofr nnu nepueeepen4npoaaunort ar"*i,gnn cQeAuH'nenbHoi TKaHn BHcrwaer nwnanc MnrpanbHoro KnanaHa. Begyuluu AuarHocrrqecKuM Kpt4repneM nMK c.ruraprctlcronuqecKoe cMeuleHue crBopoK a cropoHy neBoro npeAcep4nn 6ontwe eeM Ha 2-4 uu llMK eawe Bcero coewuHeercq erpaxeo6pouxuaneHofi AncKuHeonefr, rnnepuo1nntuocrato cycraBol, natonorneh aenosuort cncreMH, ;.*opp"r;;;;;;-;;;-poMoM, aHOManugMU XenyAogHO-KUWeqHOTO rpaKTa n Ap.
Klpgeaue cnoBa: nporranc MvnpalrbHoro KnanaHa, MapKepH Ancnnaaun coeguuurenanort txann.

MITRAL VALVE PROLAPSE AS MARKER OF CONNECTIVE TISSUE DYSPLASIA
Ivanov V.P., Mazur S.O.

Summary' connective tissue dysplasia is represented.by group of geneticattly heterogeneous and clinically polymorphic pathotogicat
states, and that are characterized by viotation of forming the connective fissue in a pstnata! and tetal life. me most frequent markerof nonsyndrome or undifferentiated connective tissue dysplasia is mitrat vafue prolapse. Foremost diaEnostic criterion of mitral vahleprolapse is the systolic cusps disptacement to the left atrium side more than on'2-4 mm. Mitral vatve pilapse mosly combine with thetracheobronchial dysunesia, the ioints hypermotility, the vein s}4stem pathology, hemorrhagic syndrome, the gastrointestinal tractanomaly and others.
Key words: mitrat valve prolapse, markers of connective tissue dyspiasia.
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Pon b roPMoH I B n noOlSAPHo-Tl,l PEoiAHoT cncTEM t4 B cTAHoBn EH Hl
flnTqqoro oPrAHtSMy \
Ka6nyxoea O.K., A-UeHKo n.O., lexoryn 7.8., Cixvyx H.l.
KaSe4pa 4r'nnqux xeoDo6 g KypcoM ueArainoireHerirrn BiHHraqrroro iaqioHanbHoro MeAHqHoro ynieepcurery irr,r.M.l.Flraporoaa(ayn. flraporoea, 56, r,i.BiHnraqn, ZtOtti, yxpiiira)-

Pegpr're. Y ctanri aucahneua 6ionoriuna pntrnpignnx ropuouia. O1roaopanrrct oco1nuaocri ewxuionwanns 6noe6apno-tupoi4noi cncreuu e pisui aixoai nepiogu. Ilornu6neue auateuua riraQisapuo-rupeoipgoi cucreMu Aacrb Moxnnaicra intrtt-aigyanisyearn nip<iA 2o niryaauua xaopn< gireh e pisnoa naronoriea ra uanauicrn nopyweua y 4irt cucreui.Kn'otfosi croBa: rinoeisapno-rupeoigna cwcreua, uoaonapogxeui ai*, ,rvdplr:iri;;d"r;,.

OAHiero s aKD/€lrbHl4x npo6neM cyvacxocri e nocrifiHe
s6inuulexxs exgoxpnHHoi naronoriT cepeA gtarsqoro Ha-
ceneHHr. B YrpaIHi nuroMa Bara eH.qoKpnxHoT narororii
a6inuu:yerucR g eiroi,t s 3,0% (cepe4 Arrefi Ao 6 porie)
Ao 8,157o (cepea airehT-14 poxia) [Eypaeiro, 2005].
3narHy nxroMy eary aafiuae naronoriR qurono4i6HoT
3ano3u, po6ora nxoT xoHrponoerbcfl Bnl4l4M qeHrpoM -
rinogisou [Maxap s cnisaar., 2006].

<Dyxxr4ioHyaaxxn rinoeisapHo-rupeoiAsoi cncreun
Mae Aoct4Tb BenuKe 3HaqeHHq s xflTreAinnuxocri oprani_
suy [.QpxeaeqKac, 1983]. Trapeoihni ropMoHx, nr ei4o-
Mo, safiMarlru rrtto.{oei noer,rr4i a 4iaouy pn4i uera6oni-
qHux npoqecis: y Qisionorivxrx xoxqenrpaqinx BoHl4 cn4-
Mynprorb ct4Hre3 6iaria, npnluaorb yqacrb y perynrqiii
acix argia o6uixy peqoohH (ninigxoro, 6iaxoaoro, eyr-
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neBo.q,Horo Ta BoAHo-conboBoro). Trapeor4Hi ropMoHl4
cTnMyrpoTb rennoyrBopeHHq, nocnnnorb oKr4cnpB€Ifl bHi
npoqecx a opraxieui, niAetaqytors noffuHaHHe Kr4cHto
TKaHhHaMn, Bt4KnilKaK)Tb po3'eAHaHHn OKhcntoBaflbHoro
Ooc$opnnoBaHHfl B ruiroxoHgpinx [Eeur.aoa, 1gg3l. y
Qisionorirnnx Ao3zu rupeo'r'4Hi ropMoHr4 crr4Mynoorb
chHre3 axyrpiruuuooinaHHux 6inxia, a B HaAflHllKOBytx -
nplrcKoprlrlru gncnuiaR qifi H i n por_1ecra, BcraHoBl toorb
Heraruexui agorncrul 6anaxc, BtaKn]tKaorb aaorypio fi
xpearuHixypio [EQnrraoa, 20041. OcranHir,r qacoM crano
ei4otrlo, ulo eK3oreHHO Aee.qeHufi T. tuoxe npnSBo$wr[
go iH4yqyaaHHr anonro3y ra sHuxeHnn nponieeparua,
xol arruexocri rrtirus pianol erionorii [A6gyaanneB c co-
aar., 20051. OcHosHi Siaionorivxi eOeKrh, 3a AaHuMll
Oropoxoaa A.H. [20011, ei.qo6paxeni e ra6ruui 1.
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poKcr4 H - gB'R3ytor.t 
t4 M n peanu6yrvr inorra ra

anr6prinorra) craHi, ,rthuJe 0 ,03%oTnrr 0,3o/o
I, 4rpry-nrororr y rqcoeira eaiicnobr" npr_
rauasHi n,t e@errr,r [Marap g cnieaer.,
20061. 3e'nsaxa fi nearrr,rena eparqin rra_
peoig,Hrax ropnaouie 3Haxo4xrbcn y pieHo_
sasi s "airuuoro. ue3a'sgaHoo eparr4iero,a afuocnnn posno4ia BenueuHn 3B.e3v_
BaHHe ganexnru e[4 cryneHe ii cnopiaHe_

1,9cri 
ra roHqeHrpaqii leor'raHoaa, b00s1.

4tKaBo, qo 6ionoriqn o aKrulHunne nutl:e
L-Qopr"ta (L-isorvrepra) roprr,toHia u1fi rono_
AroHoI szulosn [Oroporoe, 2001 1.

, fin_oranauo-rinoeiaapna perynnqin

20011.
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To anaxo4raruce y gB'fl3aHor"ry s 6inrarrai
(rnporcrn-aa'fl3yo..rr4M rno6yniuou, ru_

QyHrqii u-garono4i6nol 3aro3l4 BajicHlo_
erbcq 3a.qonoMoroo rl4porponiH_pr,raieiFtr_
ropMoHy rindraraMyca, aruil ennnaae ua
cerpeqio naporponiHy rinodieor\r. Oc-
raanih cruuynoe anpo6aeHxq rhpeoihHrx
ropuroHia. OnrcaHa Bhu_le chcreMa noa_
qloe 3a npl4Hr]l4noM SBOporHboro 38'fl3Ky.
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xr4TTF. L{ei opran noqhHae ,4ocrrb paHo ct4HTeayBarn ra
ceKperyBarn rupeorgHi ropMoHl4. B xpoei cnigvrruporcn-
Hy Br4qBnqlorbcn Bxe uanprriHqi 12-ro rlxua npeHar€rnb-
Horo pogBlrrrcy; sa 18-20 rvxtex noKagHhKt4 Aoccraorb
MaKcuMyMy ra s6epirarorbce Ha LlboMy pieHi .qo Hapog-
xeHHn [3y6oalt.t,'1989].

Trpeoi4Hi ropMoHr ei4irpaoru BerrKe 3HaqeHHn y
QyHxrlioHyaaHHi qeHrpanbHoi HepBoBoi chcreMr. BoHlr
a6conorHo Heo6xi4Hi Ane crpyKrypHoro, 6ioxirvriqHoro ra
@yHxqioHanuHoro QoprrayeaHHe Mo3KoBoi xaxuHu. Kopa
roroBHoro Mo3Ky e "ToqKon nphKna4aHHn" 4nR T. ra
uicrnru fioro e Aoct4rb Bl4coKt4x ronqeHrpaqiax [,Q,aerago-
ea, 20051. AeQiqr,rr ropuouie ulrroar4Hol sarro3r B Kpyr-
rnqHoMy nepio4i po3Bt4rKy qenrparuxoi Hepaoaoi cilcre-
ur (ocraHHifi rpuMecrp aHreHara.nbHoro nepiogy, nepui
uicrqi xrarrn) cnpnvraHoe 3arpilMKy fi nopyuteHHe Mop-
Qonorivnoro 4r,r Qepenlt,iroBaHHn Kopl4 Bel u Kr4x n ieryau
ra Mo3o.jKy [Barornr, 1999]. B yMoszx rinorrpeosy no-
pyr.lyerbcn cxHreS 6inKa e Heiponax Ha pannix eranzx
po3B!4rKy L{HC [-Haror, l-oHvapoe, 2003]. Bnacni.4or ne4o-
po3Br4HeH Hrl roroBHoro Mo3(y Bt4 Ht4 Kaoru rpy6i nopyuJeH _

Hfi HepBoeo-ncrxi,{Horo po3BnrKy e noAanuui nepio4r,r
x.nrrs.l-lpN qsoruy e aupaxeni o3HaKr nopylueHHn posyMo-
eoro (gurnHa nieHo no.trHae roBopr4Tlt, y HeI ai.qrvrivaerucn
4rsaprpir, uustxuk roeQiqieHr iHreaerryar uHoro po3Br4r-
qy) ra Qisrarnoro (cnacnavHa prari.qHicrb riHqieor, nopyueHHrl
xoAu, nopyLueHHn po3Bt4rKy ricxoeoi''chcrerura ra iH.) poa_
eurry. Ba4u qeHrparuHol peryneqni SyHrqiri, sxi euluKrlu
eHacaiAor rupeoi4noro geQiurary B KpHTn,.tHoMy nepioni
po3Br4Trry Mo3Ky, Mo)lofb 6rrrru xouneHcoeaHi nulue cBoe-
qacHrM gau icH n na BBeAeH HeM r.1r,rx roprraoHie [Ha6yxorH rai
e cniaaer., 20001. Tarrarvr qrHoM, rinoeisapHo-lapeoig,Hii
cucreui Haflex[rb gHaqHa ponb B peryaqqii uera6oaiqH]ax
npoqecie y nephHaranbnouy nepiogi.

Oco6.rrr,raoi yearr 3acnyroBye craH rinoeisapno-rr,rpeoi-
4uoi cucretrr y HeAoHorrJeHrx HoBoHapo.qxeH[x. Tar, y
HoBoHapopXeHHX 3 npeHaranuuoo rinorpo$ieo ecraHoe_
neHo 3HhxeHHff aKTltBHocri ecix naHor chcreMr rinoeis _

u4aronop,i6Ha 3zrnoga. Bta c eaeHa no3rlrt4BHa ropea q qiq M ix
pieHeu To i recraqiftHrla eiroM [flracryHoaa, 1997; Baxo-
nor, 20021. OsHarn rinorrpeosy y HeAoHorteHrx HoBoHa-
poAxeHhx ei4uivaors Haddow J.E. s cnieaeroparvrr [1g90],
T. K. Ha6yxorxr i s cnieaeropar.a ra [2000]. fl noncuri AocnlA-
Huru [Nagashima et. al., '1985] aaaxaroru, u_1o sHrxeHHn T. i

To y HeA,oHou.reHux HoBoHapoAXeHnx uoxe 6yrra Hacaigrorrr
aHuxeHHe ix cr,rHreay e ulnronop,i6Hii sarosi qepe3
Hesphicru cncreMh peryarqiri sa uexaHbuorvr gBoporHboro
gB'fl3qy. O.qHiero g npnrtuH rpaHg[ropHoro rinorrapeosy He-
AoHouleHux HoBoHapoAXeHhx Moxe 6yru sHrxeHHff KoH_
qenrpaqiii TnpoKcyrH-3a'fl ayrotoro rao6yniHy. TpaHeuropxr,ril
nepeuxHr,rfi rinorupeos, ulo po3BnBaerbcfl B nocrHaranb-
Houy nepio4i, rpt4Bae, RK npaBrno, Aexiaura rnxnie. i e pn4i
euna4ria B[Marae AoAarKoBoro 3acrocyBaHHfl salaicHol re-
panif [Baroa o r, 2002; KypiniHa 3 cn ieaar., 2003].

B ocraHni poKl4 3'cBtanncu noei4oruneHun npo craH rino-
$iaapuo-rrapeo'tAHoi cilcreMh npt4 AeeKux 3€xBopoBaHHqx
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y HoBoHapoAxexrax 4ireft p[aara4oea, 2005]. tl*, "r"r"-Ha QyHxr-qin rino$ieapHo-lapeo'rgHoi ct4creMu nph nHeB_
uosinx i rHiiHo-ganarbHnx npoqecax, rinorcil,lHo-TpaBMa_
rl4qHoMy ypaxeHui LlHC [flnoe"ryx, Xyroe, 2004, Trar,{eH_
ro g cnigaer. ; 2OO4l..Qoci 4ocni4,xyerscq iT craH y .qoHo_
ueHhx ra He.qoHo[leH[x HoBoHapoAxeHfix ie rinouire_
uieto, a rarox oco6nraeocri rino@iaapxo-rrapeoi4noT crc-
reMr np,t naroaorii enloqxosoi 3anoav y p.fteil paHHboro
eircy fforapvyr, 20051.

Bpaxoayovr,r re, qo e opranisvri nr,1uHu ei46yaaerucn
nocrigoeua sr'a iHa "HeipoeH.qoKpt4 HHrx no4ii ", oco6auey
yaarycai4 npuginutn nepioAy ny6eprary, xonr ei46yeaeru_
cn ropMoHanusa nepe6yAoea. 3riaiHa eyHrqioHanunoro
cTaHy eH.q,oKpt4HHt4X 3UrnO3 ra rx esaei,,roge'nerie y ny6ep_
rarHoMy nepio.qi o6yMoBnoe 6ionori,{He AogpieaHHq
opraHieuy y eignocHo ropoxrfi reprrain (3-4 poxra) [l-lae-
nor, 2004]. Bi46yaaorucs gHaqHi aMiHil, noe'RgaHi s iHrer-
pzllbHl4Mt4 noKa3HHKaMt4 po3Burrry (apicr, rrlaca rila, crare_
eui poaauror, <icrroelafi eir), ervricroru ropvronia [BraceHro,
20051. y cxaagHii crcreui Heipo-eHAoKpnnuoi perynn4ii
e ni4nirroeor,,ry eir4i ei46yaaerucn arcrreaqin 4innurocri
rinoraaauo-rinoQi:apHoi o4creMh [Xyxoecuruft , j gg5].
l-lpoeigne rraicqe e ga6egneqenHi salexHoro piaHn a.qan-
raqiiuo-npracrocyBanbHrlx rraexaHisru ie, qo e erpafi eax-
nnBuMu Ha erani iHreHcheHoro po3Bt4Ttry y ni4nirrie, safi-
Maorb l,tpeo'hui roprraoHn [MaxieHro, 2001 ].

flopyueHHe B3aeMo3B'n3Kie y oacreuri Hef poeHAoK-
pr4HHoi peryaqqii y ni4nirroeor,ay ai4i, oco6nreo Mix ro-
HaAHoro irnpeorgHoro cficreMoo Moxe cnphqhHnrt4 po3-
na4r4 BererarneHoi perynnr4ii oprania i cucreu, B ToMy
\ucniil rpaBHoro rpaKry.

Y nigixoeorray eirli B 3B'e3Ky 3 nphcKopeHilM po3Bl4r-
xou ni4enqyerucr norpe6a opraHisruy a napeo'r4nrx rop-
MoHax. Kpina eiqHocHoro 4eeiqrary ropuoHia uqnroer4Hoi
sano3m, npuqr4Horo rinepnnaaii 3aro3t4 y ni4nirria Moxyrb
6yru rouagorponHi ropuroHra, qri s.qarHi errarrarra TTI--
no4i6Hrai eQerr [Eypnafi, 2000, Eypnr, 2000].

floreHqiiHrfi ph3l4K nece ne4iarHocroeaurfi cy6-
xaiHi.tHhi rinorrpeos [Ponaarioea, 2005]. 3a gaurur nire-
parypu, y4irefi, u_lo uanra e nepio4i HoBoHapo.oxeHocri rpau-
srropHui rinolapeoa, ercsneni svrinr,r eyHrLlioHa-nsHoro
craHy u{4ronogi6Hoi 3ano3}r. Tari sutiHu Mo)Kyrb nornn6-
noBarxcfl Ta npoqBnflTucn y enrnngi cy6uiHivHoro rinorr_
peo3y. .{iru e HeoHaranbHllMn rpaH3rropHr4Mr g[aiHaNrh e
rinoQisapHo-rrapeoi4Hii uacreui Maorb y no4anbuloMy
napqiaruHrafi geQiqrar rorHinraHrax eyurqifi , ulo npofl Bneerb-
cq 6iauuJ Hl43bKl4Ml4 noKa3HuKzrMl,t 3a oKpeMrMn cy6recra-
un: nbHaHso, noeegiHr4i, cencopnqi, evroqifi uonay nignau-
Hto [Hacr,rposa, 2006]. Bosn uaoru 6huuj nrsuri 3HaeeHHe
noxagHhrie HepBoBo-nchxiqsoro po3BnrKy e nopieHaHHi a
raKnMr y 3.qopoBrx oAHonirrie, qo 3aranoM o6yr"roenoe
gHt,txeHHn iHreaerryanuHoro noren4iaay Haqrf.

Kuceaeea E.B. g cnieaeropaMn t20031 BilBq€rnn rrpe-
or4Hnfi craryc 4ireft 5-7 porie, qo nepeHecnn HeoHaranb-
rui rinorrapeo3 y KaTaMHegi. Hh[414 BcraHoBneHo, qo.qaHi
no rrapeoi'gHouy o6'euy po3rauloeytorucc s -3ot-ti 3Huxe-
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Hoi HopMx" i y xoxnoi n.rroT grmxn sycrpivanrucn axo_
uanii poeanrry u4aroe,ngHoi garogr,r Kraceneaa c @aBr.,
20031. Touy eorrr,r eigxocnru 4lxAire; y rpyrry pr,rsl,tqy nopoitBlrflqy rxpeo'lAfl oT He.AocrarHocri.

Sa,qannura Ha6lxorrxoro T,K. g cnieaBrop€lMx t20061HacsHicrt naroaorii u4.rrono4i6xoT 3anogta 
'" 

npo"""",
cy6xnixirroro rinorupeosy y rpeTr4Hx nigirxia s OyHKt{_oHanbHxut4 ga(BopoBaHHnun opraxia rpaanoi crcreMll,
cai4varu npo MoxnltBy porb rinoeisapno_napeop'noi oa-
creMu B eopruyaanri qlrx OyxKfioHanbHnx nopy*e"".

FliAeuuteHxs aKrhexocri uprroangxoi aanoglt npn Hop-
ManbHrx noKasHlrKax rnpeorponHoT eyxrcrif rino$iey 6yrto
Br4RBneHo npta Bl,tBqeHHi ropuolrarsHoro roMeocraay y
ni4nirxie e aprepianuxop rinorexgieo [MairnaHxrar, lBaH[-
urrH, 20051. Tari siaixra posqixtoearr"" a"*pa", cK Ha_
np)DKeHHe e po6ori rinogiaapxo_napeoigxoi: cr4creMh y
4irefi crapuoro sircy.

Orxe, eH4oxpl4HHa crcreMa iHrercueHo npaqoe y Ho_

13(11 2OO7

BoHapoAxeHrx, are @raTcFtHe craHoBreHrn Ii ai46yaaeru_ -
cc a nh,flirKoeouy siqi.

Br,rcHosrl Ta nepcneKTr,rBl noAanbutr,rx
po3po6oK

Tcrnu qrHoM, nornn6nexe Br4BqeHHg eyHxt4ioryeax-
xn rinoQieapHo-rnpeoi4poi cucrenu4oa"on"e 6iauur no_
axo sposyruirn naroreHes naronori.rx,nx anaix o oprariaui
p0/-TuHn, Alr@peHqifioeaHo niAXoA,Irn 4o or4iHna rllpeotA_
Horo crarycy. l-{eEacru uoxnreicru y noganuuoruy ingre_
i4yanisyaana niaxh.qo niryaanxn 

""opri arrei s pienoo
naroaoriep B nogAHaHHi a nopyueHHcur,l y rino$isapxo-
rnpeoi'4rifi crcreui.

lloAanuuri pospo6na Maprb 6ynr naqinexi xa nocai4y_
rlqe BnBqeHHa euir y rinoranarrlo_rino$iaapno_rrapeo.igHifi
crcreui yAirei a pienoo naronoriep s uerooii paHxuoro
BrqBneHHfl ra nouytry urnsxie roperr4i BlrflBneHrx apy_
ueHb A,tte AaHoi rareropif Arrei.
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