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ucmiasisi crionyyHoi TkaHuHu (JCT)

— OfjHe 3 NOJIIOPraHHKX 3aXBOPIOBaHb,

gKi  4acTo  3ycTpivaroTecs, Ta
00yMOBJIEHI TeHeTUYHO [ieTepMiHOBaHUM
Me3eHXiMaabHUM fleeKToM, IO TMOJIsTae B
Ki/bKiCHOMY i SIKiCHOMY 3MiHY KoJlareHy, 110
[IPU3BOAUTH bife] HEeIOBHOL[{HHOCTI
CTOJIyYHOTKaHUHHOIO MaTpUKCy OpraHiamy
[2,5]. Kniniuai mposiBu cuHzgpomy OCT
OaraTonvKi i pi3HOMaHiTHi, y 3B'SI3KY, 3 UlM
JiiKap Hepifko He B 3M03i 06'eqHaTH Ge3stiu
CUMINTOMIB  BOEAWHO 1 mobaunt  3a
NIPUBATHOK)  CHUMITOMATUKOK)  CUCTEMHY
narosiorito, obymosneny JCT [4].

Y CTpyKTypi 3axBOpIOBaHb CepLieBO-
cyguHHOI cuctemu cusgpom JCT 3aiimae
3HayHe Miclle I NpuUBepTae MUIBHY YBary
KapZiio/soriB  uepe3 BUCOKY NOMY/ALiMHY
yacToTy 1  PpHU3MK  DO3BUTKY  TaKMX
YCK/Ia[IHeHb $IK MiTpa/lbHa peryprirarjis,
NOPYIIeHHsT PUTMy Cepls, a B [esKux
BUMNAJKax HacTaHHs panToBOI  CMepTi
[1,7,8].

JocnipKytoun XBOpUX 3 AujaTalliiiHoo
kapziomionariero (JJKMII), 6arato aBTOpiB
BiJj3Ha4alOThb BMCOKY 4aCTOTy apUTMiUuHOTO
CUHZAPOMY y JaHoi nomy/suil XBOpuX, a
iHopi ¥ Bumagku partoBoi cmepti [1,3,6].
IIpu ypoMy B cydvacHiil siTeparypi Hifie He
BKa3aHO HAa MOXJIMBUI B3a€MO3B'SI30K
nepebiry OKMII i3 cunapomom [ICT,
IIpUUOMY, 1[0 TaKWl B3aEMO3B'30K He
BUKJ/TFOUEHUH.

MerTa mociaigKeHHsI

MeTor0  LBOTO  AOCTIKeHHST  Oyno
BUBUEHHSI ocobnuBoCTel nepebiry
JuarayiiiHoi Kapziomiomnarii y XBopux, sKi
MalOTh CHMHZPOM [JuCIIas3ii  crosy4yHol
TKaHUHU.

Marepian i MmeTogu TOCTiIKEeHHSs

Ilig, Harnsgom 3Haxozumucs 90 XxBopuX 3
OKMII. Cepes, 00OCTe)XeHUX UOJIOBiKH
craHOBWIM 57 ocib, XiHkM — 35 ocib.
CepegHiit Bik o6crexennx craHoBuB 39,1 +
4,6 pokiB. [liarHo3 JIKMII BcTaHOB/HOBaBCS
Ha  migcTasi TpaULIIHHUX MeTOZIiB
obCTe’keHHsT  BIJTOBiZHO /10  Cy4YacHHUX
craHjapTiB. KoHTposnbHa rpyna ckiaganacs
3 20 TmpaKTMYHO  3[0pOBHX  0Ci6
MOPIBHSHHUX 3a BIiKOM 3 06CTeXeHUMHU
XBOPUMH.

Bcim obcTexxeHnx 0cobaM TPOBOJUIOCS

exokapgiorpadiuHe  AOCTiZKEHHS,  sIKe
BUKOHyBasacsi Ha amapari "Ultrasonic
Scanner" 3 BHUKODUCTAHHSM BeKTOPHOI'O
JlaTyvKa P4-2. BusHauanucs Taki
rnapaMeTpu  §IK:  KiHLeBO-JiaCTOMiuHUN

po3Mip jiBoro uutyHouka (KIP/DK) (cwm);
TOBIIIMHA 3a/IHbOI CTiHKM JIIBOTO LIIYHOUKA

(T3CJIXK) (cm); TOBLIMHA MDKITYHOYKOBOI
neperopogku  (TMDKIT) (cm);  dpakuis
Bukuy (®B) (%).

[JiarHoCTUKY CHH/IpOMY JCT

30iMCHIOBA/IM  HA TiACTaBi  AOC/iKeHHS
(heHOTUIIYHUX O3HAK, XapaKTepHUX /s
JaHoi naronorii. [lo ¢beHOTUNIYHUX NPOSIBiB

cungpomy JCT BigHOCHAM: acTeHiuHy
CTarypy, medinut Macu Tina,
rinepmMobiNibHICTE  CyrI06iB,  TATOJOTi0

xpebTa (Ckosio3, CKOMOTMYHA TIOCTaBa,
Kito3, 0p703), Mposarc MirpansHOro abo

IHIIMX  KjamaHiB ~ Cepls,  HasBHICTb
TIOMUJIKOBUX Xopa I_L[]'[yHO‘-IKiB cepid,
aHeBpU3MY aopTH, [AUCIIaCTAYHI 3MiHU

HHPOK i >KOBYHOTO Mixypa (1ofiBoeHHsT abo
Jedopmallisg YalllkoBi-I0XaHKOBOI cucTeMHy,
niesioeKTasito,  MiIBUIIEHY  PYyX/MBICTb
HHUPKH, He(pOITO3, MeperuHy i mepeTsvkKu
JKOBUHOT'O Mixypa), pedwioKc, Tprxi pisHoi

nokanmizauii. ITIpm  obcTeXkeHHI  XBOpMX
3alIOBHIOBA/Acsl  CIIellialbHO  CKJIafieHa
aHKeTa, /Jle  3a3Hauajacs  HasBHICTb

repepaxoBaHUX BHIIle 03HAK.

CrarrcTriuHa 00po6Ka OTPUMAaHMX JaHUX
MPOBOAM/IACS 3a [JOTIOMOTOK KOMIT'FOTEPHOL
nporpamu MedStat.

Pe3ynbTaTH Ta ix 00roBOpEeHHS

Hocnigveum rpymy xBopux JKMII, 6yno
Bif3HaueHO, 10 (EHOTUMIYHI  O03HaKU
cungpomy IOCT mamu 22 (24,4%) XBOpHX.
Cepen oci6, mo mam [CT, uomoBiku
craHoBwin 16 (72,7%) ocib, xiHku 6
(27,3%) oci6. Hagani 6ymo cdpopmoBaHo fBi
TOPiBHSHHUX MDK co600 rpymnu. Y mepruy
rpyny yBifiuum xsopi OKMII, mo mamu
OCT (22 mopvHM), y ApYroMmy, XBOpi Ha
IOKMII (29 ocib) 6e3 cungpomy JCT.

3piBHIOIOUU exokapgiorpacdiuni
rnapameTpy [JBOX TPyl XBOpHX, Oyno
BusiBieHo (Tabs.1), W0 y XBOpHUX, MepIIOL
rpynd, 3HayHo 36imbireno KIP/DK. Y wiit
rpyni KJJPJDK nopisHroBas 7,36 + 0,18 cm, i
oy pocroipao Bumie (p = 0,037) 3a
aHajIoriuHuM TOKa3HUK Yy XBOPUX Jpyroi
rpymu e KAPJDK popiBHioBaB 7,03 + 0,26
cm. TyT Xe HeoOXiHO Bif3HAuUMTH, 10 B
060X rpymax XBOpHX, TMOKa3HUK KIIPJIK
BiJIpi3HsBCSl 3 BHUCOKOIO BiporigHictio (p =
0,001) Bix rpynM KOHTpPOIIO, Je BiH
craHoBuB 4,77 + 0,13 cm. TMIKII y xBopux
nepuiol Ta Apyroi TIpyn /OCTOBipHO He
BiJpi3Hsinacs Bifi KOHTposo. Asie 1Ipu
MOPiBHSHHI MiXK c000F0, 1Iell MoKasHUK OyB
3HayHo MeHule (p = 0,004) y xBopux, 10
manmu cuszpom JCT.

T3CJDK y xBopux mnepiioi rpynyd Xod i
JIOCTOBIPHO He BiJipi3HAnacs Bif KOHTPOJIIO,
ane Oyna 3HauHo MeHIua 0,86 + 0,03 cm (p =
0,003), anasoriyHoro TMoOKa3HMKA XBOPUX
apyroi rpynu 1,01 + 0,04 cm.

CyTTeBO Bifpi3HsABCS mMOKasHUK DB y
xBopux. He3Baxkarouu Ha Te, 1j0 @B B 060x
rpynax Oysa JOCTOBIDHO HIDKUe KOHTPOJIIO
(p = 0,001), Tak ocobu, 10 Maad O3HAKH
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Tabn. 1.

EnektpokappgiorpacivHi i exokapaiorpagiyni nokaswnku xsopnx BKMI i3 cnHapomom

Auncnnasii cnony4yHoi TKaHUHM i bes.

Kou'rp(i:n:bg% )rpyna 1 rpy:?l ‘):(gopux I rpg:: Ji((l;_?ple
(n=22) (n =29)
KOPIDK (cm) 4,77 £ 0,13 7,36 £ 0,18 * 7,03 £ 0,26 */ **
TMXN (cm) 0,93 0,04 0,86 + 0,03 1,04 + 0,05 **
T3CXK (cm) 0,91 + 0,02 0,86 + 0,03 1,01 + 0,04 */ **
®B (%) 68,71 + 0,81 28,59 +1,26 * 34,52 £ 1,28 % [ **
IHTepBan QT 0,38 + 0,002 0,39 £ 0,01 0,37 £ 0,01
IpumiTKu:

* HOCTOBIPHICTH 3 KOHTPOJILHOIO I'PYNOIO0

** HOCTOBIPHICTh MiXkK OKa3HHKaMH JBOX IPyIl XBOPHX

OCT, mamu Ginen Huseky OB - 28,59 +
1,26% (p 0,002) y mopiBHAHHI 3
nawientamu apyroi rpynu (6e3 o3Hak [ICT)

Jle aHa/IoTiuHMM TIOKasHUK [JOpiBHIOBaB
34,52 + 1,28%.

Amnanizytoun  iHtepBan  QT,  3rifHO
efleKTpoKapziorpagiuHoi obcTekeHHs,

3a3HayeHo, 10 [JOCTOBIPHOI Pi3HULII MDK
TTOKAa3HHUKaMu AOCJIi,E[)KyBaHI/IX XBOpHX, a
TaKoXK y 3iCTaB/ieHHi 3 TPYIIOK KOHTPOJIO

He Gyr0.
TakiM YMHOM, BHJHO, II0 y XBOPHUX
OKMII, mo wmatote o3Haku JCT

BiZj3HauaeThCs 3HaYHe 30i/IbIIeHHsT PO3MipiB
JIIBOTO LIJTyHOUKA CepLisl, IIOTOHILIEHHs Horo

JIiBOI HKKM INyuka ['Mca HaBHaku vacTile
po3BHBanacs y XBopux, 1o He maroTh JICT.
Excrpacucronisi sIK i cvHycoBa Taxikapzis
JiarHOCTyBa/MCs TPUOMM3HO B OZHAKOBUX
BUMNA/JKax.

ITincymoBytouM, MOXKHa 3a3Ha4UTH, IO
ceper, xBopux JAKMII pocuts wacto (y
KOXKHOT'O YeTBepTOro XBOPOTr0)
3yCTpiuatoThCsl 03HAKM MAaTOJIOrii Crionmy4Hol
TKaHMHU. 1K MoKa3any Hallli JoC/IiPKeHHs Y
XBOPUX, 3 CUH/[POMOM AWCIIIasil cromy4yHol
TkaHuHu JTKMII nporikae Tpoxu iHakiue.
3okpeMa Bi/I3HaYa€eTHCS TOTipILIeHHS
CKOpOT/MBOi  (QYHKLil MioKapAa, 3HauHa
Juatalisi J1iBOro UUIYHOYKa Cepusl Ipu

Tabn. 2.

YacTtoTa nopylwieHb pUTMY i NpoBiAHOCTI cepen xBopux OKMI1 i3 cnuapoMoM aucnnasii

crnony4Hoi TKaHuHy i 6e3.

| rpyna xBopux I rpgna XBOPUX [LocTosipHicTb
3 OCT e3 CT NOKa3HuKIB
(n = 22) (n=29)
MuroTn. aputmis 68,2% 34,5% p = 0,007
EkcTpacucTonisa 27,3% 34,5% -
Bbnokapa JIHOI 18,2% 41,4% p=0,034
CunH. Taxikapgis 9,1% 6,9% -
be3 HapyLl. puTMy i NPOBiAHOCTI 4,5% 3,4% -
CTIHOK i 3HayHe TIOpYLIEeHHs CTOHIIeHHI H0ro CTiHOK.

CKOpOuyBa/bHOI 3[,aTHOCTI MioKapza.

Sk 3asHavanocs Buie, OKMII wacto
YCK/IaZIHIOETbCSI  PO3BUTKOM ~apUTMIiYHOTO
CUHZApPOMY. Y 3B'I3Ky 3 LIUM Hamu Oynu
rpoaHani3oBaHi yactotTa i  Xapakrep
MOpYyILIeHb pUTMY 1 TPOBIAHOCTI Yy [BOX
rpyn 0OCTe)XeHWX XBOpUX. SK TMOKa3amu
TpoBeZieHi  JOC/Ii/PKeHHsI,  Bi/[3HaYaeThCst
pi3HMLfl Y TIposiBaX apUTMiUHOTO CHUHZPOMY
y xBopux 3 cuHzpomoM JICT i 6e3. 3rigHo 3
oTpyMaHuMH flanumu (Tabn. 2), Murotnusa

aputMisi (B OCHOBHOMY  Taxidopma)
3ycTpivasacs Habarato uyacTimie —cepef
XBOpUX, fKi MawTh cuHApoM /[ICT.

TMopyuieHHs1 TpoBigHOCTI, a came 6soKazga

Heo6xifHO KOHCTaTyBaTH, 110 Y XBOPUX,
1m0 MaroThb o3Haku JCT, HaibinbI yacTum
MOPYLIEHHSIM PUTMY € TaXiCUCTOMWYHA
¢opmMa MUTOT/IMBOI apuTMii. A, sIK BiZiomMo
TakMd BHJ, apuTMili € TPOrHOCTUYHO
HecrpusTuBoO [9]. ¥V Tol uac siK XBOpi
IOKMII ane 6e3 03HaK MaTo/IOTil CIIOTYyYHOT
TKaHUHU HaW6iIbII 4acTo MaroThb
TOpYLIEeHHS BHYTPILLIHBOIITYHOYKOBL
MPOBiHOCTI, a came 60Ky JiBOI HIKKH
nyuka ['mca. Takum uymHOM, BHJHO, 110 B
oci6, siki marore cuxzapom [CT, ocHoBHe
3aXBOPIOBaHHS (munarariina
Kapziomionarist) mpoTikae Habarato Bakue i
HaibinbLI IMOBIPHO, I1]0 KUTTEBUIA MPOTHO3

y uiei momymsuii xBopux Oyme Habarato
ripumm.

BucHOBKH
Cepepn, XBOPHUX WaTaliiHo
Kapgiomionarieto B 24,4%  BumNajkiB

BUSIB/ISIETHCSI CUHJPOM JIMCIIIa3il criomyuHol
TKaHWHY, SIKUH y CBOI Yepry, MOXJIHBO,
BIUIUBAE Ha niepebir OCHOBHOTO
3aXBOPIOBaHHS.

Y XBOpMX, L0 MarwTb O3HAaKU JUCIUIa3ii
CIIO/TyYHOI TKaHWHHY, BiJj3HaYaeThCs
BHp&XeHe TIOpYyLIeHHS  CKOpOYyBa/IbHOI
3[aTHOCTI MiOKapfa, 3HauHe 30iJbIIEHHS
po3MipiB  /iBOro LIIyHOYKa cepus i
TIOTOHIIIEHHS MOT0 CTiHOK.

OKMII y nailieHTiB, 110 MalOThb O3HAKU
IUCIiasii CroyyHoi TKAaHWHH, HAWOLIBIIT
4acTo YCKJIa/HIETLCS MUTOT/IMBOIO
apuTMi€ro (MpOrHOCTUYHO
HeCIPUSITIMBOI0), ¥ TOM 4Yac SIK y XBOPUX
6e3  maromorii  CroAy4yHOI — TKaHWHH
HaluacTiire Bif3HauaeThCst O/0KaZa /MiBOT
HDKKM Iyuka [Mica.
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CvHApPOM Ancnnasnm coeguHNTENbHON TKaHU Y 60JIbHbIX C
OVnaTaunoHHON KapanoMuonaTuen

3.M. Mupmymunosa, E.C. Kpymukos, C.H. Kpymukos, /I.T. Ymaposa

O6c¢enoBaHo 90 GOMBHBIX C JUIATALMOHHOM KapAroMuonaTiel. BrisisieHo, uto B 24,4 % ciydaeB y GO/IbHBIX JHUarHO-
CTUPYIOTCSI IPU3HAKU CUH/POMA JUCII/Ia3UM COeJIMHUTEIbHON TKaHH, KOTOPbIN B CBOIO Ouepe/ib, BO3BMOXKHO, B/IUsIeT Ha
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KpUMCbKUIN TepaneBTUYHUIN XXYpPHa

TeueHHe OCHOBHOIO 3abo/eBaHust. Y GO/MBHBIX C CHH/POMOM /JMCIUIA3UM COeMHUTEILHOI TKAaHH OTMeuaeTcs yXyzle-
HHe COKpaTuTelbHOW (DYyHKIMM MHOKAp/a, 3HAUMTe/bHas JAW/IaTallys 1eBOro XKelyJouka Cepjlia 1 yTOHYEHUH ero CTe-
Hok. Hanbosee 4yacTbIM OC/IOKHEHHEM, Y MALIeHTOB, UMEIOLLMX TPU3HAKU JUCTUIA3UH COeMHUTEe/IbHON TKaHH, SIB/IsSeT-
Cs1 MeplLjaTe/IbHasi apUTMUsL, B TO BpeMsi Kak y O0/IbHBIX 63 [1aTo/I0ruy COeAMHNUTEIbHOW TKaHU vallle AUarHOCTUPYeTCsl
HapyIleHre BHYTPWKeTyJ09KOBOI IIPOBOANMOCTH.

KntoueBble c/10Ba: JuaraldOHHasi KapZIMOMHUONATHsl, AUCI/Ia3Usl COeJMHUTe/IbHON TKaHH.

Connective tissue dysplasia syndrome in the patients with dilatation
cardiomyopathy

Z.M. Mirmuminova, E.S. Krutikov, S.N. Krutikov, D.T. Umarova

We examined 90 patients with dilatation cardiomyopathy. We revealed 24,4% cases of connective tissue dysplasia syn-
drome. Patients with connective tissue dysplasia syndrome has severe dilatation of left heart ventricle, thin of heart walls
and decrease retractive function of myocardium. Very often patients with connective tissue dysplasia syndrome has atrial
fibrillation and patients without pathology of the connective tissue very often has disturbance of intraventricular conduct-
ivity.

Key words: dilatation cardiomyopathy, connective tissue dysplasia.
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