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Pedepar. /Iucniasusi coeMHNTEILHONH TKAaHU Y GOJILHBIX C MPOJIANICOM MHUTpa/IbHOTO KianaHa. Ky3Henosa M.A.
B nocnednee epemsa o oucnnazusx coeOUHUMeENbHOU MKAHU 2080PAM U NUWYM 04eHb MHO20. Kak npasuno, 5mo Hayu-
Hble cmamvu U 0030pbl, 8 KOMOPLIX NPeodIAdaOm CIONCHbIE MEPMUHbL, U KOMOpble NPAKmMudecKue epayu He 00-
yumoeieaiom 00 kouya. A npobnema, mexcoy mem, cyujecmeyem, u npobrema ouyenwvb unmepechas. Kax uzsecmmo,
COCOUHUMENbHASL MKAHL COCIOUNM U3 KIEeMOK, 60I0KOH U MEICKAEMOUH020 éewecmad. Tax dice XOpoulo u3zeecmuo, 4mo
OHa 6visaem NAOMHASL U PHIXIASL U PACHPOCMPAHEHA 8 OP2AHUIME NOBCEMECHHO — KOJICd, KOCMU, XPSujesdas MmKaHb,
CMeHKa cocy0os, CIMpoMa Op2aHo8 U 0adce KPo8b — 8 OCHOBE 6CE20 JIeNCAM IIeMEHMbl COCOUHUMENbHOU MKAHU.
Cmpoenue coeOuHUmenbHOU MKAHU XOPOulo U3YYeHOo, U ce OUOXUMUYECKUEe CIMPYKMYpPbl udeHmuduyuposansl. Ycenexu
MOAEKYIAPHOU 2eHeMUKU NO3GONUNU ONpedeumsb mMunsl, CMPYKMypy U JOKATU3AYUIO 2eHO8, OMEEYAIOWUX 3d CUHMES
Paznuunblx 21emMeHmos. B nepsyio ouepedv nac 6yoym unmepecosamv GOJNOKHA COCOUHUMENbHOU MKAHU — KOJLIAZEH,
OCHOBHOU (hyHKYUell KOMOPO2O SIS NOOOepIcanue Gopmbl, U INACMUH, 0DeCneyusarwull CnOCOOHOCMb K COK-
pawenuio u pacciabnenuio. Jucniasus coeouHUmensHoU mKaHu — npoyecc, 2eHemudecku 0emepmMuHUpoOSantblil, m.e. 6
OCHOBe B8ce20 Jiedcam Mymayuu 2eHos, Omeeyarwux 3a CuHmes 6010KOH. Mymayuu mozym 6vimb camvle pas-
HOObpasmvle U 6 CaMbiX PA3HLIX 2eHax. B pezynomame mymayuii yenu xoanazena popmupyromes nenpagunvro. To onu
Kopoue (Oeneyusi), mo OnuHHee (UHCEPYUs), MO 6 HUX BKIIOUULACL He MAd AMUHOKUCAOMA (Mmoveundas Mymayus).
Honyuaiomess max Haszvléaemvle AHOMAIbHbIE MPUMEPbL KOLIA2EHA, KOMOPbIE He BbLOEPICUBAION OONICHBIX MeXa-
Huueckux Hazpyzok. To dce u ¢ snacmunom. Knunuveckas xapmuna 6yoem onpeoensimscsi KOAU4eCmeom U Kaiecmeom
mymayuti. K cooicanenuro, Kk nposienenusm OUCHIA3UU COCOUHUMENbHOLU MKAHU OMHOCSIMCSL He MObKO CReyuduyeckutl
GHEWHUTl 6UO0 U KOCMemuyecKue O0edexkmbvl, HO U MAdCeIble NAMONOSUHECKUe USMEHEHUS] 6HYMPEHHUX Op2aH08 U
ONOPHO-08ULAMENBHO20 ANNAPAMA.

Abstract. Connective tissue dysplasia in patients with mitral valve prolapse. Kuznetsova M.A. Recently displasia
of connective tissue is much spoken and written about. As a rule, these are scientific articles and reviews in which
difficult terms prevail and doctors don't read them up to the end. And the problem, meanwhile, exists, and problem is
very interesting. It is known that connective tissue consists of cells, fibers and intercellular substance. It is well known
that it may be dense and loose and is widespread throughout the organism — skin, bones, cartilagle, vessels wall,
stroma of bodies and even blood — at the basis of every element is connective tissue. The structure of connective tissue
is well studied, and all biochemical structures are identified. Successes of molecular genetics allowed to define types,
structure and localization of the genes which are responsible for synthesis of various elements. First of all we are
interested in fibers of connective tissue — collagen with main function to maintain form, and the elastin, providing
ability to reduction and relaxation. Dysplasia of connective tissue — the process genetically determined, i.e. at the basis
of everything is mutations of the genes which are responsible for synthesis of fibers. Mutations may be the most various
and in the most different genes. As a result of mutations collagen chains are formed incorrectly. Thus, they are shorter
(deletion), or longer (insertion), they join not that amino acid (a dot mutation). So-called abnormal trimers of collagen
appear, they don't maintain due mechanical loadings. The same is with elastin. The clinical picture will be defined by
quantity and quality of mutations. Unfortunately, not only specific appearance and cosmetic defects belong to
manifestations of dysplasia of connective tissue, but also heavy pathological changes of internal organs and the
musculoskeletal apparatus.

Hucrmnaziss cronryuroi Tkaaman (JCT) (dys —  BHTKY CIIOMYYHO! TKAHHHHA B eMOPIOHAILHOMY 1 MTOCT-
MopyIIeHHs, plasia - pO3BUTOK) - MOPYIICHHS PO3- HATAIRHOMY IMepiofaX, T'€HETUYHO JCeTePMiHOBaHHN
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CTaH, IO XapaKTepHU3yeThCs HePeKTaMH BOJIOK-
HUCTHUX CTPYKTYp 1 OCHOBHOI PEYOBHMHHU CIIOJYHHOT
TKaHUHHU, 10 MPHU3BOAMUTH A0 PO3JIaAy TOMEOCTasy
Ha TKAaHUHHOMY, OpPraHHOMY Ta OpPTaHOBHIO3Mi-
HEHOMY DPIBHAX y BUIVIANI pi3HUX MophodyHK-
LIOHANBHUX TIOPYIIEHb BiCHEPAILHUX 1 JIOKOMO-
TOPHUX OPTaHiB 3 MPOTPETIEHTHUM Tepedirom, o
BU3HA4Ya€ OCOOJIMBOCTI acoOIliOBaHOI MHATOJOri, a
TaKkoX (apMakOKIHETHKH Ta (papMaKoJAnHAMIKH
nikiB [7, 8, 15, 17, 20].

[IporsiroM ocTaHHIX ABOX MECATHIITH IUCILIA3I1
CTOJNYYHOI TKaHWHH TPHUAUISEThCS OibIlle yBAarw,
PO IO CBIIYUTH 3pPOCTAIOUYE YHUCIIO MyOJTiKaIliid.
Bxkazana oOcTtaBrHA 3yMOBIIEHA K MPOTPECYIOYOIO ii
YacTOTOI, BHKIMKAHOIO HAKONMYEHHSIM «TeHe-
TUYHOT'O BaHTaXy» B MOIMYIMil, TaKk 1 iCTOTHOO
3HAYYIIICTIO B IMATOJIOTI AiTed Ta qopociux [2, 11].

Yacrora BussienHs JACT, 3a messkuMu JaHUMU,
cepen oci6 momomoro Biky mocsrae 80%. Ilpu
BUKOPHUCTaHHI )KOPCTKUX KpUTEpiiB (IIicTh 1 Oinblie
30BHIMHIX QeniB) dactora BusiBieHHs JICT 3HH-
xKyeTsest 10 20-25%, a KiIiHIYHA 3HAYYIIICTH BHSB-
JeHUX aHoMalliil 3poctae. HesBaxkaiounm Ha pi3HO-
MaHiTTs KiaiHivEEX mposBiB JCT 3 Ooky pi3HHX
Opra”iB 1 cuWcTeM, HAWOUTBIT BUBYCHI 1 KIIHIYHO
3HAUyII i TposiBu 3 OOKY CEpIeBO-CYAMHHOI CHC-
temu. Sk Bimomo, JICT ocobauBO yacTo CymnpoBO-
KYIOTBCS 3MiHAMH CHOJYYHOTKaHWHHOTO KapKacy i
KJIAMIAaHHOTO armapary cepus. MoBa e mpo mani
anomaunii cepug (MAC), mig SKUMH TPUHHATO PO-
3yMiTu 100poskicHi anomaiii. ChoromHi ommcano 29
BapianTiB MAC, 1Mo SKHX BITHOCATH SIK 100pe
BUBYCHI aHOMAJIi - MPOJanc MiTpalbHOTO KiaraHa
(IIMK), nunaramis KopeHS aopTH 1 JIETeHEBOl
aprepii, Tak i aHOMaii, KIiHIYHA 1 MPOTHOCTHYIHA
3HAYYIIICTh SKUX JO LBOTO Yacy 3ajJHIIa€ThCs 10
KiHIg He scHOr (momumikoBi xopau (JIX) i aHo-
ManpHi Tpabekymu (AT) miBoro muryHouka (JDK),
aHeBpH3Ma MixmepeacepaHoi neperoponku (MIIID),
ACUMETPUYHUN TPUCTYJIKOBUI aOpTalbHUN KIAMaH
(ATAK)) [3, 6, 11, 13, 18].

OpHa 3 OCHOBHUX XapaKTePUCTUK IUCITIA3ii CIIo-
JYYHOT TKAHWHH SIK JUCMOP(OreHETHYECKOTO (heHO-
MeHy - (enorumiyni o3Haku JCT MoxyTh OyTu
BIICYTHIMH TIpH HapoOKeHHI a00 MaTH IyXKe He3-
HA4Hy BUpPaXEHICTh (HaBiTh y BUMagkax audepeH-
uiioBanux (opm JCT) i, moaiOHO 0 300pakeHHS
Ha ¢oronarnepi, MPOSBIATUCS TMPOTATOM XKHUTTA. 3
pokamu KimbkicTe o3Hak JICT i1 iX BHpakeHICTh
3poctae i HabyBae mporpenientHocTi [9, 14, 17].

Kriniyaa kapTrHa Oye BU3HAYATHUCS KUTBKICTIO 1
AKICTIO MyTamii. LlinkoMm iMOBipHO, IIO HASBHICTH
(byHKIIIOHATHHO HETOBHOLIIHHUX BOJOKOH CIIOYaTKY
HiSIK HE TPOSBUTHCSA. AJie TATOJNOTIYHUI T'eHHUI
MaTepiajd HaKOMMYYEThCS B ITOKOINIHHSAX, 1 Y YICHIB
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ciMi 3'sBIS€TbCA TO OXHA, TO IHIIA XapaKTepHa
o3Haka JICT. Ilokm mux o3HaK HebaraTo, BOHH
CIPUIMAIOTBCS SIK 1HIUBiAyalbHa OCOOJHMBICTH, HE
MPUBEPTAIOYX YBard JIiKapiB i mamieHTiB. Ha xais,
no miposiBiB JICT HayexaTh HE TIIBKH CHeIudigHAH
30BHIIIHIA BUIVISL 1 KOCMETHYHI JedeKTH, ane M
TSOKKI TATOJIOTIYHI 3MiHM BHYTPIIIHIX OpraHiB i
OTIOPHO-PYXOBOTO amapary [1, 8, 19].

OT1ke, 10 KIiHIKO-MOP(OJIOTIiYHUX TPOSIBIB
JICT nanexarn:

e (CkeneTHi 3MiHHM: acTeHI4YHa cTatrypa, AOJH-
XOCTEHOMENis (HeMpOIOPIiIfHO OBT1 KIHIIIBKH),
apaxHONAKTHIISL (OB TOHKI Tajblli), Pi3HI BUAH
nedopMmarii TpyAHOI KIITKH, CKONiO3HW, Kipo3H i
J0pI03 XpedTa, CHHAPOM IPAMOI CIIHHIY, TIOCKO-
cromicth Ta iH. L{i 3MiHM TIOB'I3aHI 3 TOPYIICHHIM
OyZOBH Xpslla 1 3aTPUMKOIO JO3piBaHHS Smidi-
3apHOT 30HU POCTY, IO MPOSBISETHCS TOAOBKEHHIM
TpyOUacTuxX KicTOK. B ocHOBI medopmariii rpymHo1
KJIITKH JIGKUTh HEIIOBHOIIHHICTh PEOPOBUX XPSIIIIB.

e 3MiHM 3 OOKy WIKipH: TiNepeIacTHIHICTh,
BUTOHYEHHSI, CXHJIbHICTh JI0 TpaBMaTH3allii Ta yTBO-
PEHHSI KeNOimHUX PYOIiB 1 MIpaMiB y BHTIIAM «IIH-
TapKOBOTO Marepy».

e 3MiHM 3 OOKY M'I30BOi CHCTEMH: 3MCHIIICH-
HS M'SI30BOT MacH, y TOMY YHCII CEpIIEBOi 1 OKOpY-
XOBOI MYCKyJaTypH, IO MPU3BOAUTH A0 3HWKCHHS
CKOPOTIIMBOI 3/1aTHOCTI MiOKap/ia Ta Miofmii.

e Jlaronorii cyrnoGiB: HaAMipHa PyXJIHBICTbH
(TirepMOOITBHICTh), CXUIIBHICTh 0 BHBUXIB 1 Mia-
BHUBUXiB, 3yMOBJICHA CJIaOKIiCTIO 3B'S3KOBOTO ama-
paty.

e [laronorist opraHiB 30py: oJHE 3 HaHOLIBLI
yactux nposasiB JICT, mpencraBieHo Miomiero pis-
HOTO CTYTICHS, IUCIIOKAIli€l0 KPUINTAINKA, 3011b-
MIEHHSAM JOBXXHHH OYHOTO SI0JTyKa, TIIOCKOI0 POTiB-
KO0, CHHIPOMOM OJIaKUTHHX CKJIEp.

e  VYpaxeHHS CEpLEBO-CyJMHHOI CUCTEMHU [0-
CHUTH PI3HOMAaHITHI 1 HEPiOKO BH3HAYAIOTH MPOTHO3.
3a3Buyail A1arHOCTYIOTHCSI aHATOMIYHI 3MIiHU KIa-
MaHiB cepis: AuisATamis ¢GpiOpo3HUX KiNelb Ta Mpo-
JIarcy, aHOMaJIbHI XOPAHU, PO3MIMPEHHS BUCXITHOTO
BIUIUTy aOpTH 1 JIEr€HeBOl apTepil 3 MoAaIbIIuM
dhopMyBaHHIM MIIOTYaTOi aHeBpu3Mu. KpiMm Toro,
nedopmMariii TpyIHOT KIIITKH 1 XpeOTa MPU3BOAATH 10
PO3BUTKY PpI3HUX THIIB TOpakodiagparmMaabHOTO
ceprs.

e  VpaKeHHs CY/VH MPOSBISETHCS aHEBPU3Ma-
THYHUMH PO3MIUPEHHSIMH apTepii CEepemHbOTO 1
JpiOHOTO KaiOpy 1 Jyke 4acTo - BAPUKO3ZHUM PO3-
IIMPEHHSIM BeH HU)KHIX KiHI[IBOK.

e bBpoHXOJEreHeBi ypaKeHHS CTOCYIOThCS SIK
OpOHXiaNBHOTO JepeBa, Tak i ambBeol. Haifuacrime
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JarHOCTYEThCS OPOHXOEKTa3W, MpocTa i KicTO3HA
rimormaszisi, 0ynpo3Ha eM@izeMa i CIOHTaHHUH ITHEB-
MOTOpAKC.

e Jlo martonorii HUPOK BiTHOCATH HEPPONTO3 1
peHoBacKyIsipHi 3MiHU [4, 5, 10].

MIICYMOK

Takum YuHOM, KIIiHIYHA CHMOTOMATHKa MpU
I[IMK pi3HOMaHITHA 1 HE BUUEPITYETHCS YPAKCHHIM
JWIIe CcepueBO-CYAMHHOI cucteMu. CyKymHICTbH
3a3HAYCHUX BHIIE TIPOSBIB IHCIUIA3il CHOIYyYHOT
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Pedepar. Knunudeckne 0COOCHHOCTH pPa3BHTHSI XPOHHYECKOH MIIeMHH MO3ra Ha (poOHe BBIPAKEHHOIO
CHUKEHMs] KOTHUTHMBHBIX (pynkuuii. 3anecnas V0.Jl. B cmamove npeocmasnenst pe3yromamol anaiuza opmupo-
BaHUSA KOCHUMUBHOU He0OCMAamoyHOCMu NpU Xporudeckoll uwemuu mozea (XUM), eedyuyyio ponv 8 komopom uepaem
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