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PEECTP IH®APKTY MIOKAPJA: POJIb JJUCILIA3IL CIIOJTYUYHOI

TKAHUHHU

Pesrome. [linkpecnroeTbcs akTyaJbHICTH BUBYEHHS POJi JUCIUIA3il CMOMYYHOI TKAHWHUA TPU TOCTPIA KOpO-
HapHii marosnorii. [Ipu nucrasii criodyyHoi TKaHMHM TOpSA 31 3MIHOIO CTPYKTYpH 1 (DyHKI OopraHa BUsB-
JSIFOTHCSL TIOPYIICHHS 3 OOKY IEHTPaJIbHOI 1 BEreTaTHBHOI HEPBOBOI CHCTEMH, TeMOpAridHi 1 TPOMOOTHIHI
3MIHH, TIOCWIIOETHCS IMPKYJISITOPHA, METaOONYHA TIMOKCI Ta TIMOKCiS (I3UIHOTO HABaHTAKCHHS, YaCTO
(OpMyeThCS aHEBpH3MAa AOPTH, TiNepKaTeXojdaMiHeMisl, O BU3HAYAE HECTIPHATIIMBHI MepeOir TOCTPUX KO-
POHAPHUX IHIMACHTIB Ha (DOHI CHAJKOBHX MOPYIIEHb CIOMYYHO! TKaHUHU.

KirodoBi cioBa: nucroiasis CHoaydHOI TKaHWHH, CTIaJKOBI MOPYIICHHS CTIONYYHOI TKaHWHH, CUHIpOM Ma-
pdana, Mai aHoMatii cepIrd, MpoJarc MITPaJbHOTO KiaraHa.

MeanvHa Ta comialbHa 3HAYUMICTh KapioaoriaHHX
ACTIEKTIB MPOOJIEMH CIIaIKOBUX MOPYILEHb CTPYKTYPH
1 ¢yskii crionyunoi Tkanuan (CT) Haa3BUYakiHO Be-
nvka. L{e 3yMOBIIEHO BUCOKOIO YaCTOTOIO BUS BIICHHS
IMX TIOPYIICHh Yy 3araibHIN TOMYJISINi, SKi yCKJIaI-
HIOIOTH TIepeO0ir pi3HUX 3aXBOPIOBAHD 1 MOXKYTH TIPU3-
BOJIUTH JI0 PAIITOBOI ceprieBOi cMepTi. [cHyroTh Mik-
HAPOJTHI PeKOMEHaIIil JIaTHOCTUKA cHHApoMa Map-
(ana — ['enrceki kpurepii. Po3pobaeHi nepri Pocii-
CBKi peKOMeH/Iallii 3 JIarHOCTUKU HeudepeHIiioBa-
mx mucivasii CT.

ducnnazia cmoayunoi tkannau (JACT). Lei
TepMiH 3anporioHoBaro P.Beighton (1983) sik koHCcTa-
Talisl KJIHYHAX TPOSIBIB MOPYIICHHS CHHTE3Y 1 (DyHK-
IIOHYBaHHSI TIOX{THUX KOJIATCHOBHX 1 €JTACTUYHHUX Oi-
JIKIB, 110 CBITYUTH PO TIOPYLICHHS! PO3BUTKY OpPraHiB
1 TKaHUH B eMOPIOHAJIBHOMY 1TIOCTHATATEHOMY TIepio-
nax. CT, mo BHUKOHye psifi PIBHOMAaHITHUX (DYHKIIi,
30KpeMa Mopdooriany, 6ap'epHy, IacTHIHY, Oi0Xi-
MI4HY, TpodiHy, POpMy€e Kapkac OpraHiB i TKaHHH,
Oepe yJacTh B OHTO- 1 OpraHOT€HE31, 3arO€HHI Tiepe-
JIOMIB KIiCTOK 1 paH, MATPUMII BOJTHO-COJIBOBOTO 00-
MiHy, 3aXHCHMX IMYHOJIOTIYHHX pEaKIlisX, Mporecax
arperaiii TPOMOOIMTIB, MPeJCTaBICHA KICTKOBOIO i
XPAIIOBOI0 TKAHUHOK, KPOBOTBOPHOK TKAaHUHOIO 1

kiirnaamMu kpoBi. JICT € criaqkoBUMHY MOPYIIEHHIM U
CT, o0'enHanuMU B CUHIPOMHU 1 (JEHOTHIM Ha OCHOBI
CTIUTHHUX 30BHIIIHIX Ta/a00 BicliepaJIbHAX O3HAK, IIO
XapaKTepH3YIOTHCSl TEHETUYHOIO HEOTHOPITHICTIO 1
PIBHOMAHITTSIM KJIIHIYHHX TMPOSIBIB Bi TOOPOSKICHHX
CYOKITHIYHUX (OPM 10 PO3BHUTKY MONIOPTaHHOI 1 IMO-
JCUCTEMHOI TIATOJIOTI 3 MPOTPEe IIEHTHAM TIepeOirom,
B OCHOBI SIKOT'0 JIS)KUTh T€HETHIHUIN TeheKT CHHTE3Y
a00 KaTaboi3BMy KOMIIOHEHTIB T03aKJIITHHHOTO MaT-
pUKCY.

CnaakoBi nopyumeHHs CIOJIY4HOI TKAHUHU
(CIICT) —rereporensa rpyrna MOHOT€HHHUX 3aXBOPIO-
BaHb, 3yMOBJICHUX T€HETUIHUM U JIePEKTaMU CUHTE3Y
Ta/a00 po3ma 1y OUIKIB MO3aKIITHHHOTO MAaTPHKCY, 00
nopymeHasiMu Mmoporene3y CT [1-3]. o po3Burky
MHOUHHUX CIICT npu3BOsATE MYyTAIllil T€HIB, BiTO-
BiTAJIbHUX 3a CHHTE3 a00 po3MaJi KOMIIOHCHTIB €KCT-
pauesonsipHoro matpukcy CT. 3okpema, CHHIpOMH
Mapdana (CM), Enepca-Jlanno (CEJ]), He tockoHano-
ro octeorenedy (HO) sBmsoTh cOO0OK MOHOTEHHI
CIICT, moB'si3ani 3 MyTaIli€l0 TeHIB OUTKIB T0O3aKITi-
THHHOTO MAaTPHUKCYy (KoJareH pi3HUX THMIB, (GiOPWIH,
TEHACKHH), TeHIB perienTopiB unHHUKIB pocTy (TGF-f,
MaTPUIHUX METAJIONPOTETHA3).

[MopymieHHss PO3BUTKY JIFOJIMHU TIPEJICTABIICHI
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MaauMH aHomaiiiMu po3Butky (MAP), 3okpema i
Manumu anomadisimu cepist (MAC), y Bursai cnaf-
KOBOTO 200 BPOJ’KEHOTO BilXIJICHHS OPTaHiB Bifl HO-
PMaJIbHOI aHATOMIYHOI Oy10BH, III0 HE CYMPOBOIIKY-
IOTHCSl KJIHIYHO 3HAYYIIMMH TIOPYIICHHAMHA (DyHKIII,
SIKIi MOXKYTh 3HHMKAaTH 3 BIKOM, a B IHIIMX BHITAJIKax
3J1aTHI CTaTH ITyCKOBUMH B PO3BUTKY MATOJIOTIl, TOOTO
(opMyBaHHS BaJI, TOB'SI3aHNX 3 BIIXIWICHHIM OpraHiB
Bill HOPMAaJIbHOI AaHATOMIYHOT OY/IOBH 3 TIOPYILICHHIM
¢yski [4-6]. OcranniMu pokamu 10 MAC BimHOCATh
nposarc MirpansHoro kmanana (IIMK) ta inmmx kia-
MaHB, 1BOJHOBaHY aOpTajbHY pETypriTaiito, BHOY-
XaHHs a0pTaJIbHOTO KUTbIIl, aHEBPU3MY JIET€HEBOI ap-
Tepii, aHoMasbHI xopau nutyHoukiB (AXIII) 1 mepen-
cepas. [IMK 1 AXIII — HadnommpeH i 3 Majaux aHo-
Marii; ix gactora csrae 2,3-68 %. [Ipu npomy marto-
noriuHi cumnromu, BacTuBi JICT, po3risiaarorhes sik
TPOSIBY BETETOCY/IMHHOI INCTOHIL, HAOYTHX B CepI,
MIOKap/UTiB, TIEPTOHIMHOI XBOPOOH, ilIIEMIIHOT XBO-
pobwm cepiis Ta HIMX 3aXBOPIOBaHb. KITiHIYHA KapTu-
Ha MAC Binpi3HESI€THCS TIOMIMOP(PI3MOM CUMITOMIB 3
JIOMIHAHTHICTIO BET€TaTUBHOTO, CYIMHHOTO, TeMOopa-
T'YHOTO Ta TICUXOMATUYIHOrO, a Takoxk 10 deHoTHITO-
BUX MapKepiB (aCTEHMHUN KOHCTHTYIIOHAILHUI THIT;
MIBUITICHA €JIACTUYHICTH MIKIpK; Miorist; nedopmartis
IPYJIHOI KJITKH 1 KICTOK Ta3a; CKOJIO3 1 CHHIPOM Mpsi-
MOI CTIMHY; TIOTIepEYHA 1 TI03/I0BXKHS IDIOCKOCTOMICT;
O3HAKa BEJIMKOTO MAaJBIE 1 3aI'sICTKa; TinepMoOLTh-
HICTH CYTJI00iB; IEPBUHHA TPaxeoOpOHXiaIbHA JTUCKi-
He3ist; 3MiHM TpaBHOI cuctemn) [7]. Jlo BereraTuBHOrO
CHHJIPOMY BITHOCSITH BET€TATHBHUI KPU3 3 MEPIOTHY-
HUM TTJIBUIIICHHSIM apTepiajbHOTO TUCKY, TIEPBEHT H-
JIALIEI0, HEWPOTeHHOIO TUC(YHKINEI0 CEYOBOr0 MiXy-
pa, TOPYIICHHSIMH PUTMY CEPI, TEPMOPETYIISALI, T10-
TOBUJIUICHHS 1 IISUTHHOCTI IIITYHKOBO-KHUITIKOBOTO Tpa-
kTy. CyAVHHMI CHHAPOM BHpPa)Ka€ThCS HAMA aMU Ji-
MOTHMMIi, CHHKOTIAJIbHAX CTaHIB, MIFPEHI, CHHIPOMOM
Petino, rosioBHAM 00JIEM, 3aTAMOPOYEHHSIM, ITiOAT H-
YHAMH HAOPSKAMH 1 TACTO3HICTIO OOJIMYYS Ta KiHITi-
BOK. ["'eMopariaanii CHHIPOM XapaKTepH3y€eThCs CXU-
JBHICTIO XBOPHUX JI0 IIBUIKOTO YTBOPEHHS T€MaTOoM,
HOCOBHX KPOBOTEY, 3HAYHUX MEHCTPYaJbHUX KPOBO-
T€4, KPOBOTOUHBOCTI SICEH.

MAP, sax i CIICT, nogiisiroTbCsl Ha 3OBHILLIHI
(anomauii po3BUTKY WIKIPH 1 KICTOK Yepena, KUCTi 1
CTOMM — TINEpIirMeHTaIys i JemrMeHTalls Kipy,
BIIKOTIJICHI ByXa, BIICYTHICTh MOYKHU ByXa, CHHIAK-
TSI, CaHIAJICTIONIOHA IIUTHHA) 1 BiCTiepaibHI (3MIHU
Oy/Z10BM BHYTPIIIIHIX OpraHiB — MOJABOEHHS YaIleuKO-
MHCKOBOTO ariapaTy HUPOK, T0JATKOBA HacTKa CeJe3i-
kY, MAC). MAP BUSIBIISFOTECS TIPH HAPOKEHHI 200

B paHHbOMY JUTHHCTBI, YaCTUHA 3 HHX IIA€ThCS
3BOPOTHOMY PO3BHUTKY (BIIKPUTHI OBaJIbHUI OTBIp —
BOO, 36inbiennii eBcTaxiiB knanan). [xim 36epira-
FOTHCS TIPOTSITOM YHTTS, TIPOTE 3 BIKOM MOXYTh HA0Y-
BaTH CAaMOCTIHHOIO KIIHIYHOTO 3HAYCHHS, CTIPUSIOUH
PO3BHUTKY TIATOJOTI a00 CTAlO4YHM YHHHUKOM PH3UKY
KapiaJbHOI maToorii (mapaiokcanbHi eMOoil pu
BOO, cteno3 aoptu mpu acUMETpil TPUCTYIKOBOTO
a0pTaJHbHOTO KJIaliaHa, TPOMOOSMOOJIITHI YCKIIaTHE H-
HA TpY aHEBPM3MI MDKIEpECEPIHOI TEPEeropoIKU
(AMIIIT). 3a IMOBIPHICTIO BUSBIICHHS TIPH €XOKaP/(io-
rpadii (ExoKI") cmix BigMITUTH 3HAYHE TIOIIUPCHHS
[IMK, sikmii Moxxe OyTH SK TIEpBUHHMM (i30JIb0Ba-
HHM ), HE TIOB'I3aHIM 3 SIKUM -HeOy/Tb 3aXBOPIOBAHHSM,
TaK i BTOPUHHUM, 3yMOBJICHAM PEBMAaTHYHIMH 3aXBO-
PIOBaHHAMM, MIOKap/IUTOM Ta IH.; BPOJI’KEHHUI IBOCTY-
JIKOBHI KJIallaH a0pTH MOXeE 3 POKaMH TpaHCHOpM Y-
BaTWCs B KJanaHaui cTeno3 aoptu; BOO — B nedekr
MDKIIEpeICEpIHOI MIEPETOPOAKH, a TPH TPHETHAHHI
PEBMATUYHOTO MITPAJIbHOTO CTEHO3Y — Y BTOPHHHHIA
cuaapoM JlroremOarrre.

Otxe, mpu ICT Morke TOTipiIyBaTHCh KOPOHAP-
HUI KPOBOOOIT, 3MIHIOETHCS METa0OIi3M y KapIioMio-
[UTax, TIOCWIIOETHCS IHMPKYISTOPHA, METa0omIHa
TINOKCis Ta TINOoKCis (H3UYHOrO HABAHTAXKECHHS, BUHHU-
KaloTh 3MiHA TeMOcTa3zy, TopMOHaJbHOro ony [1, 8],
0 YCKJIAJHIOE TIepeOir rocTporo iHpapKTy Miokapa.

Ha renepimmiii yac 1o MAC 3a nokani3attero,
(hopMoOF0, ETIONOTIEIO 1 YCKIIAJHEHHIM U BITHOCATH TaKi
CTaHU:

1. Jloxanizamis i popma. A. [lepencepast i Mmbkie-
peacepHa neperopoaka (TpoyancHuii KianaH HUK-
HbO1 TOPOYKHUCTOI BEHH, 30 UThIIICHA 3aCIHKA HWKHBOI
TIOPOYKHKCTOI BeHH (€BCTaxieBa 3aciinka) Oumbme 10
MM, BOO, Herenmka AMIII, anHomanbHa Tpabekyna B
npaBoMYy Tiepeicep/li, POJIATICHI rpe0iHIacTi M'sI3U B
npaBomMy Tepencepni). b. TpukycninaibHbIN KianaH
(3MiITIeHAS ceNTaTbHOL CTYJIKU B TIOPOYKHUHY TIPaBOTO
IIUTyHOYKa B Meskax 10 MM, TuiaTalyst mpaBoro aTpio-
BEHTPHKYJISIPHOTO OTBOPY, NPoNaOyBaHHS TPHKYCITi-
JanpHOTO KianaHa). B. JlereneBa aprepis (aumaTaris
cToBOypa JereHeBoi aprepii, MponadyBaHHS CTYIJIOK
KJlanaHa JiereHeBoi aprepii). ['. Aopra (MexoBuii By-
3bKHiA 200 IIMPOKUI KOPIHb A0PTH, IWIATAIls CHHYCIB
aoptu (cuHyciB BanbcanbBu), ABOCTYIKOBHI aopTra-
JBbHUN KJIanaH, aCUMETPis CTYJIOK aOpTaJbHOIO Kiia-
MaHa, MporadyBaHHA aOPTAIBHOTO KiamaHa, aedop-
Mallisi BUXiTHOTO TPAKTy NUTYHOUKa CHUCTOJIIYHUM Ba-
JIMKOM Y BEpXHid TPETHHI MDKILTYHOUYKOBOI TIEpPero-
ponxkw). J1. JliBuii IUTyHOUYOK (TIOTIepeYHA, TI037]0BXKHS
a0o jiaroHasibHa TpaOeKylla B TIOPOKHHHI JBOTO
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IUTyHOYKAa, HEBEJMKA AHEBPH3Ma MDKIILTYHOYKOBOI
nieperoponiky). E. Mirpaisauii kianaH (Tiposia0 yBaHE
MITPaJIbHOTO KJlanaHa, eKTOMYHE MPUKPITUIEHHS XOP/
MepeTHLOI CTYJIKH KJIaNiaHa, CKTOIYHE TPUKPIUICHHS
XOpIl 3aHBOI CTYJIKU KJIanaHa, TOPYIICHAH PO3TION T
XOpJ iepeTHBO1 200 33 IHBOT CTYJIKH KJIanaHa, 0/1aT-
KOBI TPy TATNIUISIPHUX M'sI3iB, aHOMaJIbHE PO3TaIly-
BaHHS OCHOBH IMATIUIIPHUX M'S31B).

II. Eriomoris. A. Ilopymenns kapaiorenesy. b.
Hucma3zis crpykryp CT. B. [Ipouecu onTrorenesy ce-
pus. I'. BereratusHa qucyHKIs.

III. Ycxnaguenns. A. IlopyiieHHs ceprieBoro pu-
t™y. b. [ndpexmiiinmii ennokapaur. B. Jlerenesa rinep-
temsis. . [Topyrrenns kapaioremonuaamike. J[. di6-
po3yBaHHS 1 KaibIw(ikals CTyIOK kiamaHB. E. Pan-
TOBa CMEPTh.

VY pOCiiiChKHX PEKOMEHIALISIX CIAaJKOBUX MOPY-
IIeHb CTIONYYHOI TKaHWHM [ 1] 3ampornoHOBaHO IHTEH-
cudiKyBaTH MIATHOCTHUKY I€l MATOJOTI, 10 MOXKE
0asyBaTuCs SK Ha OIOXIMIYHINA JIATHOCTHIN, TaK 1 HA
OITHII 3araJbHUX TposBiB 3 00Ky eroTmmy. Tak, Oi-
oxiMigHa omiHKa piBHA Tinpokcrmpoiny (I'OIl) B 6io-
JIOTIYHUX pinuHAaX (KpOB, ceua, IUTYHKOBHI CiK, CHHO-
BiaJIbHAs pinquHA Ta iHme) 3a MetoxoMm H.Stegmann
(1958) B mogudikari [1.H.I1IapaeBa (1990) € mapke-
POM TpOIECIB JIECTPYKIli KOlareHy JJs BUTLHOTO
I'OII Ta mporeciB po3nagy i OiocHHTE3y KOJIareHy —
g nerrugHo3B’ss3agoro I'OIN. Tmiko3zaMiHOTIIKaHA
(CATI') € mapkepamMu MpoIECiB po3naay MPOTEOrJIiKa-
HiB. OIHAM 3 METOMIB X JOCTIIKEHHSI € OLIHKA KOH-
HCHTpallii MPOTEOrTIKaHIB — OUIKIB, TOB's13ankX 3 [T AT
y OlonoriHux pinuHax. MeTaboni3M TIJIKONpOTETHIB
OLIHIOETHCS 32 piBHEM (DyK03H (MapKepa MeTabomi3My
TJIKOMPOTETHIB) Y KPOBi Ta Cedi.

[HCTpYyMEHTanbHI METONIM TOB's13aHl 13 3aCTOCY-
BanasM ExoKI i nommepexokapmiorpadii (ExoIKT),
OCKUIbKH CEpLEBO-CYIUHHI YCKIIaTHEHHS € TOJIOBHOIO
MPUYMHOIO CMEPT1 TaKUX MaljeHTiB. BaxknmuBuMm € 3a-
CTOCYBaHHs YIbTpa3BYKoBoro mociimkenns (Y3]])
OpraHiB YepeBHOI TIOPOXKHUHU 1 HUPOK (IITO3M BHYT-
PIIHIX OpraHiB, Maji aHOMalli PO3BHTKY >KOBYHOTO
Mixypa, cene3iHku i HupoK). [Ipu cuaapomi Mapdana
00OB'SI3KOBHM € IPOMEHEBE JOCIIKEHHST KYJIHIIIOBUX
cyrno0iB, komm'torepHa Tomorpadis (KT) abo MPT
xpeOTa. Takok MOXKITMBE TIPOBEICHHS MOJICKYJISIPHO-
TCHETUYHHX Ta IMYHOTICTOXIMITHUX JIOCTII>KEHb.

CIICT uacto cymnpoBOAXYIOThCS IOPYILIEHHAMU 3
OOKy IICHTpaJIbHOI 1 BET€TaTHBHOI HEPBOBOI CUCTEMH,
reMOpariyHiMH i TPOMOOTHYHUMU TOPYIICHHIMH B
CHCTEMI TeMocTasy, MaToNOTi€l0 CUCTEMHU IMYHHOTO
3aXUCTY.

HenndepenmitioBani ICT nposBisoThCS TphOMa
(enorumamu: MapdanoimaiM, MASS-nomioHAM 1
enepconoionnM. s KiiHIKK HeaudepeHIIHOBaHUX
JACT 3 maphanoigHiM (eHOTHIIOM XapaKTepHi acTe-
HIYHA CTaTypa, Aomixouedaris, apaxXHOTAKTHIIS (CUM-
IITOMHU BEJIMKOTO TaJbIl + 3aITsICTKa), KWICTIOMiOHa
nedopMariist TPyIHOT KIIITKH, CKOMIOTHYHA JTeopMa-
st XpeOTa, CIBBITHOIICHHS pO3Maxy PyK J10 3pocTy >
1,03, noBxwuHM pyku A0 3pocTy >11%, BepxHbOrO 1
HIDKHBOro cerMeHriB Ti1a <0,89, TOBXKHMHM CTOIM 0
3pocty >15%, IDIOCKOCTOMICTh 3 TIOMIKOJKEHHIM
KJIaNIaHHOT'O anapaTy CepIil, MOXKIIMBO AWIATALIS a0p-
TH 1 IOPYIICHHS 30DY.

Cunapom Mapdgana — ayToCOMHO-/JOMIHAHTHE,
mynsTUcHcTeMHE, wieiiorporHe CIICT, nos's3ane 3
mytamisMu B omgHomy 3 nBox reHiB (TGFBRI i
TGFBR2), siki KoJyt0Th perienTopH TpaHcGopMyrodo-
ro ¢akropa pocty (transforming growth factor-f —
TGF-B) i xapakTepH3y€eThCsl BUCOKOIO BapiaOeIBHICTIO
KJTIHIYHUX TIPOSIBIB 3TiMHO 3 [ '@HTChKUMH KpUTEpiIMU
(De Paepe et al., 1996) niarHocTuku.

MiarnocTuka cunapomy Enepca-danso (CE) y
BUIIISIII TIECTH THIB (KJIACHYHUM, Tirepm o0 UThHUH,
CYIVHHHUH, Ki(pOCKOIOTHYHHIA, apTpoxaas3ii, 1epMa-
TOCTIAPAKCHC ) 3aCHOBaHA Ha BinbdpaHIchkux Kpure-
pisix 3rinHo 3 P.Beighton et al. (1998). Jlns kmiHigHOT
JUIATHOCTHKH MOTPIOHA HASIBHICTH X04ua O OJTHOTO Be-
JIMKOTO KPHTEPItO, 1iarHo3 Ma€ OYTH MinTBEPKEeHAN
Cy4acHHMH JTa0OpaTOPHUMU MeToaaMu (TiCTOXiMid-
muii aHani3 komareny I, III, V TwmiB; JIHK-
JIIaTHOCTHKA 3 BISIBIICHHSM MYTAIliil y TeHAX KOJIAaTeHy
(COL1A1,COL1A2,COL3AL, COL5AL, COL5A2),
teHacimay-XB (TNXB), depmentis, mo OepyTh
y4acTh y no3piBaHHI MoieKyan komareny (PLODI,
ADAMTS?2), Bu3HaueHHst piBHS TeHaciuHy-XB, mi-
3wi-4-rigpokcmiasu 1, mpokonareHoBoi N-nporeiHasu
B CHPOBATII KPOBi). 3a BiICYTHOCTi BEJIMKUX KpUTEPi-
B, MaJIi KpUTEPil HeTOCTATHI ISl BCTAHOBJICHHSI JTiar-
HO3Y.

Hepnockonammii octeorene3 (HO) — 3axBopro-
BaHHI ayTOCOMHO-TOMIHAHTHOTO THIIY, IO XapaKTe-
PUBYETHCS MiIBUIIIEHOO JIAMKICTIO KICTOK, HEJTOCTAT-
HBOFO KUTBKICTIO 200 HU3BKOIO SIKICTIO KOJIareHy, Jiar-
HocTyeThes 3a kpurepistmu D.O. Sillence et al. (1979),
110 TOB'sI3aHE 3 MABHUIICHOIO JIAMKICTIO 1 Aedopmarii-
€10 KICTOK, CITA0KICTIO 3B'I3KOBOTO arapary Cyrioois,
H3BKMM M'SI30BUM TOHYCOM, MAJICHBKUI 3pOCTOM 1
OJIAKUTHUMHU CKJICpaMH.

Cunapom rinepmodiibHocti (CI'M) — pesyinb-
TaT CMAaJKOBOI CITAOKOCTI 3B'SI30K HA OCHOBI MYyTAllii
TSHIB, 110 KOXYIOTh KOJIATeH, €JIACTHH, (iOpITiH i Te-
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HACIMH X 3 HACTYNHHMH KIHMHAMHU TPOSBaMH —
4acTi BUBHXHU CYTJI00IB, apTpalrii, BEreTaTUBHA JIHC-
by (MoxmBui HaOyTuii CI'M — OanetHi Tan-
mopucty). Takox y xBopux 3 CI'M peecTpyroTh mia-
BUIIICHY PO3TSIKHICTH MIKIPH, TOPYIICHHS PyOItOBaH-
Hs1, Map(haHOiNHY 30BHIIIHICTH, OCTEOTCHIO.

[IMK BusiBnsierbest Ha ExoKI y Bursiai BuOy-
XaHHS O/THi€T 200 000X CTYIIOK MITPaTFHOTO KIIaNlaka B
TIOPOXKHUHY JTBOTO MIepeceps Ha 2 MM 1 O1bIie Haz
pIBHEM MITPAJIBHOTO KUIBII 1O TOPU3OHTAJBHIN OCi B
NapacTepHAJbHIN MO3MIIl 3 MIKCOMATO3HOIO JeTeHe-
pati€ro cTynok abo 0e3 Hei 3 MITpalIbHOIO peryprira-
miero (MP). Tlpu BimcyTHOCTI 03HAK MIKCOMATO3HOI
JleTeHepaiii CTYJOK (BUCOKHMA pUBHK CEpICBO-
CYJIMHHUX YCKJIaJIHEHb NP TOBIIWHI CTYJIOK > 5 MM)
HeoOxinHa nudepeHiiiHa AiarHoCTUKa MDK CHHIPO-
moMm [IMK, IIMK six onniei 3 MAC i BapianTOM HOp-
MH. [IpH TOBIIMHI CTYJIKU >5 MM BIPOTTHO TIBHIILY-
€ThCS CyMapHa IMOBIPHICTB PanToBOI CMEPTi, EHI0Ka-
paury i epedpanbHUX €M OOTiH, MiTpaibHOI HeJloCTa-
THOCTI, PO3PHBIB XOpI, IUTYHOYKOBHUX TOPYIICHb PH-
TMY i TaKi MaIieHTH MOXYTh OYTH BiTHECEHI 10 TPYTH
BHCOKOTO pm3uKy. binbmricTs naientis 3 [IMK, 6e3
o3Hak M/] ctynok i MP menm II ct., MmoxyTs Oyt
BITHECEHI 1O TPYTH HU3LKOT'O PUBUKY 31 CTIPUSTIIMBAM
nporHo3oM. Hecnpustiusuii nepe6ir [IMK nonsrae B
HapocTanHi MP, 1110 pu3BOJUTE 710 JWIATAL JIIBUX
BIJIUTIB Cceplisi, PO3BUTKY GIOpWIALE mepeacepb,
CHCTONIYHOI JUC(]YHKIII Ta 3aCTiiHOI CeprieBOi HeJ10-
CTaTHOCTL. BUHMKHEHHS 1 IBUKE porpecyBanns MP
MOXKe OyTH 3yMORICHO PO3PUBOM MIKCOMATO3HO 3M i-
HEHUX XOpA. Mo3KoBa eMOOIiss € OCHOBHOIO MPHY H-
HOIO HEBPOJIOTTYHOI CHUMNTOMATHKH (TpPaH3UTOPHI
meMigHI aTaku Ta HCYNbTH) y mamieHtiB 3 [IMK, pu-
3UK eMOOJTi y HAX BHIIE, HDK Y 3araJIbHIi TIOIYJISIIL
PanroBa cMepTs € pinkicanM ycknaaaeHssiM [IMK
(meHme 2% BUNAAKIB PU TPUBAJIOMY CTIOCTEPEKEHHI,
3 IIOPIYHO CcMepTHICTIO MeHie 1%). OcHOBHOIO
npuauHOKO pantoBoi cMepti npu [IMK e nimyro4ukoBi
taxiapurmii [9]. Halibutb1ma i yacToTa criocTepira€rhb-

cst ipu cimeiinnx gopmax [IMK.

Kniniuni nposieu [IMK — HasiBHICTH CHCTONIYHO-
IO «KJIAIAHHS-KIIKIBY («CHHAPOM KJIAlAHHS», «CUHII-
POM JISICKAIOuoro KiamaHay», «CHHIPOM KIAIAHHA 1
IIyMY», «CHHIPOM aHEBPH3MATHYHOTO IPOTHUHAHHS
MITpaJIbHOTO KilamaHay, «CuHapoM Barlow», «cumm-
pom EHrnay) i CHCTONYHOTO 1IIyMY, TIIOTEH31s Ta Op-
TOCTATHYHA HEJIOCTATHICTH, BETETATUBHA JTHC (DYHKITIS,
apurMmidHni cuaapom 13mian vHa EKT. [pu miit nato-
Jorii MOX/IMBHMIM PO3BUTOK TOPYILEHb PUTMY CEpIH,
H(EKIIAHOrO €HIOKAPINUTY, PAlITOBOI CEPLICBOI CMEP-
Ti, TOCTPHX MOPYIIEHb MO3KOBOT'O KpoBoobiry, MP. ¥V
KJTHI JTOMIHYIOTh JUCKOM(OPT y TPyIHIA KIITIH
(31,3%), xomouwnii OUTb y MBIl MOJOBHHI TPYIHOI KITi-
tkH (11,9%), nuctHoe (27%), ronoBuuit OUTL (6,9%),
3HIKeHHs Tpate3naTHocTi (3,1%), 3amaMopodeHHs
(3,8%), cvnkomanbHi ctanm (1,3%), icHye 1OCUTh BU-
COKa MMOBIPHICTH IHCYNIBTIB (5%). AyCKYJIbTaTHBHO
npu HasiBHocTi [IMK  Bm3HauaroTh cepelHbO-
MiI3HLOCHUCTONIYHI «KJIATIAHHS» B TIOEHAHHI 3 IITyMOM
M3HBOI CUCTONM Ha BepxiBIl. JlyXe momyisipHuM y
JIATHOCTHIIL 3 PEECTPAINEI0 EIICKTPOKapAiorpaMu
(EKT) B Takoro maijeHTa € BH3HAYCHHS CHUHIPOMY
paHHbOi penossprartii [ 10].

Otxe, mpu ACT mopsan 3i 3MIHOIO CTPYKTYPH 1
(byHKIii opraHa BUSBISIOTHCS MOPYIIEHHS 3 OOKY
LIEHTPAJILHOI 1 BEre€ TATUBHOT HEPBOBOT CHCTEMH, TEMO-
pariasi i TpOMOOTHYHI 3MIHH, IOCWTIOETHCS LIAPKYIISI-
TOpHA, METa0ONIYHA TINOKCiA Ta TINoKCist (Gi3HMIHOrO
HaBaHTA)KEHHS, 4aCTO (POPMYETHCS aHEBPU3Ma a0pTH,
rinepkaTeXxolaMiHeMis, [0 BU3HAYA€ HECTIPHATIIMBUI
nepedir TOCTPUX KOPOHAPHUX IHIWMICHTIB Ha (hoHI
CIIaJIKOBHX IOPYILIECHb CIIOJIy4HOI TKaHWHU. Lle Bka3ye
Ha HEOOXITHICTh paHHBOI JiarHocThkH mposiiB JICT
JUTSL IPOTHO3YBaHHS Ta TIONIEPE/IKEHHST YCKJIIaTHCHb.

VY mopaneiioMy JOUUILHUM € 00’ €KTHBI3aIlis
CHAaIKOBUX MOPYIIEHb CTIOIYYHOI TKAHUHH, CTBOPESHH
CTaHIAPTIB JIATHOCTHKY T4 BU3HAYCHHS POJIi MaJnX
aHOMaJil cepii 13 BIPOBA)KSHHSAM Cy4acHHUX MIXO0-
JUB 10 iX JIIKyBaHHS.
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PETUCTP UH® APKTA MUOKAPIA: POJIb
JIACIIJIABUM COEJJAHUTEJIBHON TKAHU
Pe3rome. [loguepkrBaeTcs aKTyallbHOCTh U3Y4EHUS
POJM AUCIIIA3UM COEAUHUTEIILHOM TKAHU IIPU OCTPOM
KopoHapHOM matonord. Ilpum aucmnazum coequHu-
TEJNHHOM TKAHU OHOBPEMEHHO 3 U3MEHEHHUEM CTPYK-
TYpbl ¥ (PyHKIHHM OpraHa ONpeiesiioTCs] HapyLICHHS
CO CTOpOHBI IICHTPAJIbHOM U BEreTaTUBHOM HEPBHOU
CHCTEM, TEMOpparndeckre ¥ TPOMOOTHIECKHE H3M e-
HEHMS, YCWIMBAETCS ILMPKYJIATOPHAS, METa0OoHYe-
CKasl THIOKCHSI M THIOKCHS (PI3UYECKOro Hampsike-
HUS1, 9acTO (popMUpyeTCs: aHeBpH3Ma a0pThI, TUIIEPKa-
TEXOJAMHHEMUSI, UTO OMpeiessieT HeOJIaronpusTHOE
TEUEHHE OCTPHIX KOPOHAPHBIX WHIMICHTOB Ha (hoHE
HACJIE/ICTBEHHBIX HAPYILIEHUAN COEIMHUT €JIbHOM TKaH
KimroueBsle ci10Ba: AUCTIIA3MS COEIMHUT €JTHHON TKaHH,
HACJIC/ICTBEHHBIE HAPYILICHUS COSAMHUTEITHHON TKaHH,
cuHnpoM MapdaHna, Masnble aHOMAJTHU CepaIa, Mpo-
JIaTIC MUTPAJIBHOTO KJIalaHa.

A REGISTER OF THE MYOCARDIAL IN-
FARCTION THE ROLE OF DISPLASIA OF
THE CONNECTIVE TISSUE

Abstract. An urgent study of the role of connective
tissue dysplasia is underlined in case of acute coro-
nary pathology. Disturbances on the part of the cen-
tral and vegetative nervous system, hemorrhagic and
thrombotic changes are detected in case of connec-
tive tissue dysplasia along with a change of the
structure and function of the organ, circulatory, met-
abolic hypoxia and hypoxia of exercise stress are
enhanced, aortic aneurism, hypercatecholaminemia
are often formed, determining an unfavorable course
of acute coronary incidents with underlying congeni-
tal abnormalities of the connective tissue.

Key words: connective tissue dysplasia, hereditary
connective tissue disorders, Marfan's syndrome, mi-
nor heart anomalies, mitral valve prolapse.
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