YOK 616.127+61-018

OPUTUHAJNbHBIE CTATbMU

© 3. M. MupmymuHoBa, E. C. KpyTtukos, C. H. Kpytukos, [. T. Ymaposa, 2009.

CHUHJIPOM JIUCIIJIASUA COEAUHUTEJIBHON TKAHU Y
BOJIBHBIX C ITNJTATAIIMOHHOM KAPIMOMUOIIATUEN

3. M. MupmymuHoBa, E. C. Kpytukos, C. H. Kpytukos, . T. YMapoBa

Kpbivckuli 2ocydapcmeeHHbilti meduyuHcKul yHusepcumem umMm. C.U. [eopeuesckoeo, kaghedpa eHympeHHel MeOUUUHbI
Ne2, kagheOpa npornedesmuku eHympeHHel MeduyuHbl e. Cumepeporonb, A.P. Kpbim, YkpauHa.

CONNECTIVE TISSUE DYSPLASIA SYNDROME IN THE PATIENTS WITH DILATATION CARDIOMYOPATHY

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

SUMMARY
We examined 90 patients with dilatation cardiomyopathy. We revealed 24,4% cases of connective
tissue dysplasia syndrome. 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 conductivity.

CUHOPOM AUCNNA3ITI CNONYYHOI TKAHUHWN Y XBOPUX 3 OUNATALIAHOIO KAPOIOMIOMNATIEIO

3. M. MipmymiHoBa, €. C. KpyTikoB, C. M. KpyTikoB, [I. T. YmapoBa

PE3IOME

O6cTexeHo 90 xBopux 3 AunaTauiiHolo kapaiomionartieto. BuasneHo, wo B 24,4 % BunNaakiB y XBOPWX
L0iarHOCTYIOTbCSl O3HAKU CMHAPOMY AMCNNasii CNony4yHoOT TKaHWHW, SKUA y CBO Yepry, MOXIMBO, BNIMBae
Ha nepebir OCHOBHOrO 3axXBOPKOBAHHS. Y XBOPUX 3 CUHAPOMOM AMCNNa3ii CNomyyYHOi TKaHUHU BU3HAYaETbCS
MoripLIEeHHs CKOPOTNMBOI (OYHKUIT Miokapay, 3HayHa AurnaTtauis NiBoro LWiyHOYKY Cepusi i MOTOHLEHHS WOro
CTiHOK. Haibinbll YyacTM ycKnagHEHHsSM y nauieHTiB, WO MalTb O3HaKW AMCNNasii CrnomyyHoi TKaHWHK, €
MUroTNIMBa apuTMisi, ToAi SIK y XBopux 6e3 naTonorii CNonyyYHoi TKAHWHW YacTile AiarHOCTYETbCS MOPYLUEHHS

BHYTPIiLUHBbOLLTYHOYKOBO| NPOBIAHOCTI.

KnioueBble crnoBa: pgunarauuoHHas KapauomMmumonartusa, gucnnasuvsa COeANHUTENbHOM TKaHW.

Hucnnazus coenunutensHoi Tkanu (JCT) — oano
13 9aCTO BCTPCUYAFOIIUXCS TOJTMOPTaHHBIX 3a00JICBaHU,
00YCIIOBJICHHBIX TCHETUYCCKU JETCPMHUHHUPOBAHHBIM
ME3CHXUMAIBHBIM JC(PEKTOM, 3aKITI0YAOIIUMCS B
KOJTMYECTBEHHOM W KauyeCTBEHHOM H3MEHCHUU
KoJIJlareHa, HPUBOJSIIIMM K HENOJHOUEHHOCTH
COEeIMHUTENbHOTKAHHOTO MaTpuKca opranusma [2,5].
Knuanueckue nposisnenus cuaapoma JICT MHOroauKu
U pa3HOOOpa3HbI, B CBI3U, C YeM Bpa4 HEPEIKO
3aTpyaHSAETCS O0BCAMHUTH MHOXECTBO CHMITOMOB
BOEIMHO U YBUJAETHh 32 YaCTHOW CUMITOMATHKOMN
CHUCTEMHYIO MmaTojioruto, ooycinosnennyo JJCT [4].

B crpykType 3a00eBaHull CepAEUHO-COCYIMCTOMN
cuctemsl cuaapoM JICT 3aHMMaeT 3HaYUTETFHOE MECTO
Y IPUBIICKACT MIPHUCTATHHOC BHUMAHUE KapAUOJIOTOB U3-
3a BBICOKOH MOIYNISILIMOHHOM YaCTOTHI U pUCKa Pa3BUTHSI
TaKHX OCIIOKHCHUW KaK MHUTpAJIbHAS PErypruTanus,
HApYIICHUE PUTMa CEpAla, a B HEKOTOPHIX CIIyYasix
HACTYIUIeHUs BHe3arHou cmeptu [1,7,8].

Hccnenyss OONBHBIX C IUIATAllHOHHOM
kapauomuonaruert (JIKMIT), MHOTHE aBTOPBI OTMEYAIOT
BBICOKYTO YaCTOTY apUTMHYECKOT'O CHHIPOMA Y JAHHOU
MOYJISIIAN OONBHBIX, @ MHOTAA W CIy4ad BHE3aITHOU
cMeptH [1,3,6]. [Ipr 5TOM B COBpEMEHHOH JINTEPATYpPE
HUTTIE HE YKa3aHO Ha BO3MOXKHYIO B3aUMOCBSI3b TCUCHHUS
JAKMII ¢ cuagpomom JACT, mpuuem, 4TO Takas
B3aMMOCBS3b HE HCKITIOUCHA.

Lenpio HacTOAIMEro HCCIEJOBAaHUS SBHUIOCH
n3ydeHne O0COOCHHOCTEH TeUEHWS AWIATAIIHOHHOM
KapAHNOMHOIIATHHA y OOJNBHBIX, UMEIONUX CHHIPOM
JTUCIDIA3UN COSTMHUTEIFHON TKaHH.

MATEPWATIbI U METOObl UCCNEOOBAHUA

ITox mabGmronerneM Haxommioch 90 OONBHBIX C
JIKMII. Cpenu o0cinenoBaHHBIX MY>KIHHBI COCTABIISIITH
57 4enoBek, KeHIUHBI 35 yenoek. CpeaHuii BO3pacT
o0cnenoBaHHbIX cocTaBisn 39,1 +4,6 net. /luarHos
JKMII ycranaBnuBascs Ha OCHOBaHUM TPaIULIUOHHBIX
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METOHOB 00CIIEOBAHUS COTIACHO COBPEMEHHBIM
cranmapram. KonTponpHas rpynmna cocrosiia uz 20
TIPaKTHYIECKH 3I0POBBIX JIUII COTTOCTaBUMBIX ITO BO3PACTY
¢ 00ciIef0BaHHBIME OOJIBHBEIME. BeceM 00ciie 10BaHHBIM
JUIIaM TPOBOAHUIOCH 3XOKapAauorpapuyeckoe
HCCIIeI0BaHNE, KOTOPOE BBHIIOJHSIACH HA amIapare
“Ultrasonic Scanner” ¢ HCIIOJIb30BaHUEM BEKTOPHOTO
natauka P4-2. Onpenensiauch Takue mapamMeTphl Kak:
KOHEYHO-JTHACTOTMYECKUN pa3Mep JIEBOTO KEITyIodKa
(KAPJIXK) (cm); TonmuHa 3aJHEH CTEHKH JIEBOTO
xemynouka (T3CIDK) (cm); TonmmHa MEXOKETyTOIKOBO M
nieperopoaku (TMIKII) (em); ppaxums Beidpoca (PB) (%).

Juarnoctuky cuuaapoma JICT ocymiecTBisua Ha
OCHOBAHHH HCCIEIOBAHN (DEHOTHITIYECKUX ITPU3HAKOB,
XapakTepHBIX AN JaHHOW mnartojoruu. K
¢beHOTHNIMUECKUM TposBiaeHUsAM curapoma J[CT
OTHOCWIIM: aCTEHHYECKOE TEJIOCIIOXKEeHNE, ACHULUT
MAacCHI Tella, THIepMOOIIIEHOCTE CYyCTaBOB, TATOIOTHIO
MMO3BOHOYHHKA (CKOJMO3, CKOJIMOTHYECKAs OCaHKa,
KuQo03, JOPII03), MPOJIAIIC MUTPAITLHOTO N IPYTHUX
KJIAITAHOB Cep/Ia, HaJIYre JOXKHBIX X0 KETYI0IKOB
cepama, aHEBPU3IMY aoOpPTHl, AHCIHIACTHUYECKHE
M3MEHEHHUS MOYEK M KEITIHOTO ITy3BIps (YABOCHHE N
neopMamuio YamedyHO-TOXaHOYHONW CHCTEMBI,
MTUEJI0IKTA3HI0, TOBBIIICHHYIO MOJBIXHOCTD TOYKH,
He(PONTO3, NEPETHOBI U IIEPETHKKH )KESITTHOTO ITy3BIPs),
peQIIIOKCHI, TPBIXKHU Pa3InIHON Jokamu3anuu. [Ipu
ob6cenoBaHNM OONBHBIX 3aMOIHANACH CHEHAIBHO
COCTaBJIEHHAs aHKeTa, Ill€ OTMEYaJIOCh HAJHYHe
BBIIICTIEPEUUCIICHHBIX IIPU3HAKOB.

Craructudeckas 00paboTKa MOTyIeHHBIX JaHHBIX
MIPOBOIMIIACH C IOMOIIIBIO0 KOMIIBIOTEPHOH MPOTPaMMBI
MedStat.

PE3YINbTATbI N X OBCYXXOEHWE
Uccnenosas rpynny 6onbsHbix JKMII, 6bl110
O0TMEYEHO, YTO (PCHOTUIIMYECKNE TIPU3HAKNA CHHAPOMA

JACT mmenn 22 (24,4%) 60npHBIX. Cpeu TN IMEBIINX
JACT myxuunsl coctaBinsiu 16 (72,7%) genosex,
sKeHIHEI 6 (27,3%) genoBek. B manpHeimeM ObuH
copMHUpPOBaAHBI ABE COTOCTABUMBIX MEXIYy COOOM
rpynnel. B mepByio rpynmy Bonutm 6ombHBIE JIKMIT
nmepmme JICT (22 genoBeka), BO BTOPYIO, OOJIBHBIE
JKMII (29 uenosek) 6e3 cuaapoma JICT.

CormocTasiss sxokapanorpadudeckre mapaMeTpsl
JIBYX TpymIl OO0NBHBIX, OBUTO BBLIBIEHO (Ta0.1), 9TO ¥
OONBHBIX, EPBOI T'PYIIbI, 3HAYUTEIBHO YBEIHYEH
KIPJDK. B aroii rpynme KJIPJIK pasasuics 7,36+0,18
cM, 1 6611 TocToBepHO BhIMIe (p=0,037) aHAJOTUIHOTO
nmokasarenst y 60ibpHBIX BTOpo#l rpymmbl rae KJIPJDK
pasusuics 7,03+0,26 cm. 3aech ke HeoOX0MMO OTMETHTH,
9TO B 00eWX rpymnmax 0oibHBIX, Mmokasarens KIIPJDK
OTIIMYAJICS C BBICOKOH gocTtoBepHOCThIO (p=0,001) oT
TPYIIB KOHTPOJIS, TAe oH coctaBisin 4,77+0,13 cM.
TMXKII y 601bHBIX TIEPBO# M BTOPO# IPYIIIT TIOCTOBEPHO
HE OTIIMYaNIack oT KOHTpoisl. Ho mpu cpaBHEHHN MEXKTY
c0o00M, 3TOT IMOKAa3aTenahb OBII 3HAYUTEIHLHO MEHBIIIE
(p=0,004) y 60mpHBIX, UMeBIHIX cHHApOMOM JICT.

T3CJIXK y GOJBHBIX MEPBOM TPYNIB XOTh H
JOCTOBEPHO HE OTIMYANIACh OT KOHTPOJS, HO ObLIa
3HaunTedbHO MeHbme 0,86+0,03 cm (p=0,003),
AQHAJIOTUYHOTO TOKa3aTelNsi OOJIBHBIX BTOPOH TPYIIIIBI
1,01£0,04 cm. CymiecTBeHHO paznudancs rmokaszarens OB
y 6ompHBIX. HecMoTps Ha To, uTo B B 00emnx rpymmax
ObI1a JocToBepHO HIDKE KOHTpOoIs (p=0,001), Tak auma
nmeBmue npu3Haku JICT umenu 6omnee HU3Kkyo OB —
28,59+1,26% (p=0,002) 1o cpaBHEHHIO C MAITUCHTAMHU
BTOpoi rpymnmsl (6e3 mpu3HakoB JICT) rae aHaIOTUIHBIH
roKazatelb paBHsuics 34,52+1,28%.

Ananusupyss  uHTepBanm  Q-T, cormacHo
JNEKTpoKaparorpaduIeckoMy 00CIeIOBAHIIO, OTMEIEHO,
YTO IOCTOBEPHON pazHUIBI MEXAY MOKa3aTelsIMu
HCCIIETyeMbIX OONBHBIX, a TAK)KE B COMOCTABICHUH C
TPYIIION KOHTPOJIS HE OBLIO.

TabnuuyaNe 1.

AnekTpokapauorpaduyeckme u axokapamorpaduyeckue nokasarenu 6onbHbix AKMIM ¢ cuHgpomom
AUCNNasnMnm coeAUHUTENbLHOM TKaHu 1 Ges.

KoHTposnbHas | rpynna 6onbHbIX [l rpynna 60nbHbIX

rpynna cACT 6e3 ACT

(n=20) (n=22) (n=29)
KOPK(cwm) 4,77+ 0,13 7,36+0,18" 7,030,26/**
TMXKTT (cm) 0,93+ 0,04 0,86+0,03 1,04+0,05*
T3CIXK (cwm) 0,91+ 0,02 0,86+0,03 1,01£0,04%/**
OB (%) 68,717 0,81 28,59+1,26* 34,52+1,28%/**
WHTepsan Q-T 0,380,002 0,39+0,01 0,37+0,01

TIpumeuanus:
* - MOCTOBEPHOCTH C KOHTPOJIBHON TPYIITION.

** - MOCTOBEPHOCTh MEXTY TIOKA3aTENISIMU IBYX TPy OOTHHBIX.
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Takum o0pa3oM, BUIHO, 9yTO Y O60mbpHBIX JIKMII,
nMetomux npu3Haku JICT orMeuaeTcs 3HAUUTEIHHOE
YBEJIUYEHUE Pa3MEpPOB JIEBOTO JKEJIyJodka cepiua,
YTOHUCHHE €r0 CTEHOK M 3HAYUTEIhbHOE HAPYIICHUE
COKpaTHTEIHLHON CITOCOOHOCTH MHOKap/Ia.

Kax yxe rosopusiocs, JIKMII uacto ocnoxHsieTcs
pa3BUTHEM apUTMHYECKOTO CHHApPOMA. B CBS3M ¢ 3 THM
HaMu OBUTH MPOAHATM3UPOBAHBI YaCTOTA U XapakTep
HapylIeHUH pUTMa W MPOBOJUMOCTH y ABYX TPYIIII
o0cnenoBaHHBIX 0OMBHBIX. Kak moka3anm mpoBeieHHbIE

OPUTUHAJNbHBIE CTATbMU

HCCIICZIOBAHUSA, OTMEUYAETCs Pa3sHUIA B MPOSBICHUIX
APUTMHUYECKOTO CHHAPOMA Yy OOIBHBIX C CHHIPOMOM
JICT u 6e3. CorntacHO TOJTyYeHHBIM JaHHBIM (Tab.2.),
MepIatenpHas apuTMus (B OCHOBHOM Taxudopma)
BCTpeYajiach Topas/o yarle Cpean OOIHHBIX, MMEIOIINX
cunapom JICT. HapymieHue npoBOIUMOCTH, 8 UMEHHO
OJIokama JIeBOM HOXKHM Tydka ['mca HaoOOpoT yarie
pa3BuBasiach y OonpHBIX He wmMeromux J[CT.
OKCTpacUCTONHSA KaK M CHHYycOBas TaXUKapaus
JIAarHO CTHPOBAJINCH TPUMEPHO B OAMHAKOBBIX CITyJasX.

Tabnuua Ne2.

YacTtoTa HapyLueHui puTMa U npoBoauMocTu cpeam 6onbHbIx AKMIT ¢ cuHapomom gucnnasum
coegUHUTENbHON TKaHU u Geas.

| rpynna GonbHbIX | |l rpynna 60mbHbIX [locToBepHOCTb
cOCT 6e3 ACT nokasartenemn
(n=22) (n=29)
Mepu. aputmums 68,2 % 34,5 % p=0,007
OkcTpacucTonus 27,3 % 34.,5% -
Briokaga JTHMT 18,2 % 414 % p=0,034
CwvH. Taxmkapaus 9,1 % 6,9 % -
Be3 Hapyw. putma 4,5 % 3,4 % -
1 NPOBOAMMOCTM

[MoxuToXMBasi, MOXKHO OTMETHTh, YTO CPEIH
6onpHBIX JIKMII noctaTouno wacTto (y KaxJaoro
4eTBEPTOTO OOJBHOTO) BCTPEUYAIOTCS MPU3HAKH
[1aTOJIOT MU COEAMHUTENBHON TKaHU. Kak mokaszany Hamu
HCCIIE0BaHUS y OONBHBIX, C CHHIPOMOM JWCIUIA3HU
coenunutensHolt TkaHu JIKMII mporekaeT HECKOJIBKO
nHaue. B dacTHocTH oTMedaeTcs YXyINICHHE
COKpaTUTENbHON (PYHKIIMM MHOKapnaa, 3HAUYUTEIbHAS
JTUITATANNS JIEBOTO XKEIyI0uKa CepIa IpH YTOHYCHIH
ero cTeHok. HeoO0XxoamMo KOHCTATHPOBATh, YTO Y
60mpHBIX, nMetonux nmpu3Haku JICT, Hanbosee yacTbiM
HapyImIeHHEM pHUTMa SBIIETCS TaXHCHCTOIWYECKas
(hopMa MepraTeTbHON apUTMHUH. A, KaK H3BECTHO TaKOH
BUJI AapUTMHUHU  SBISAETCA NPOTHOCTHUYECKHU
HeOnaronpusTHoi [9]. B To Bpems kak 6ombabIe JIKMIT
HO 0€3 MPU3HAKOB MATOJOTUH COCNUHUTEIBHON TKaHH
HanboJIee YacTO MMEIOT HapyIIeHHE BHYTPIDKEITYIOIKO-
BOH MPOBOJUMOCTH, @ UMEHHO OJIOKaAy JIEBOW HOXKKH
ny4ka ['uca.

Takum 00pa3om, BHIHO, YTO y JIMI, MMEIOITUX
curapom JICT, ocHOBHOE 3a001eBaHue (IIaTaliioHHast
KapAUOMHOIIATHA) MPOTEKAECT ropa3go TsKeIee U
HanOoJee BEPOsITHO, YTO )KU3HEHHBIH MPOTHO3 Y ATOU
TIOMYJISIIUN OOBHBIX OYZET TOPa3io Xy/IIIHM.

BbIBOAObI
Cpenu 60JILHBIX JUIATAITMOHHONW Kap IMOMHUOTIATHEH
B 24,4 % cirydaeB BBIABISIETCS CHHIPOM IHCIUIA3UU
COCIMHUTENIbHON TKaHU, KOTOPHIA B CBOIO OuYepeb,

BO3MOJKHO, BJIMSIET HA TEYCHHUE OCHOBHOT'O 3a00JI€BaHUsI.
VY 00dBHBIX, UMCIOIINX MPHU3HAKH JUCILIA3HH
COCIMHUTENLHOW TKaHHU, OTMEYAETCsl BBIPAXKEHHOE
HapYyIICHHE COKPATUTEIBHON CIOCOOHOCTH MHOKapa
3HAYHUTEJbHOE YyBEJIUWYEHHUE PpazMepoB JIEBOTO
JKEJTY0UKa cepAla U yTOHYEHUE er0 CTEHOK.

AKMII y manumeHTOB, UMEWIIUX MPHU3HAKHU
NHCILIA3UU COCIMHHUTEIBHOM TKaHM, HauboJIee 4acTo
OCJIOKHSIETCS MepUaTeabHOU apuTMuei
(IPOrHOCTHYECKH HEOIATOPUSTHOM ), B TO BPEMsI KaK y
0OIBHBEIX 0€3 MAaTOJIOTHMU COCTUHHUTEIBHON TKaHH
HanboJiee 4acTo OTMedaeTcsl OJ0Kaja JEBOM HOXKKHU
myuka ['uca.
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