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PE3IOME. Beegenue. OgHuM 13 HanGonee 3HauUMbIX (paKTOPOB, BAUSAIOWMNX HAa MPOTHO3 XWU3HU MaLUEHTOB
npu HeanpdepeHLMpPOBaHHON AUCNIa3nn COEANHUTENbHONM TKaHH, ABNSIOTCA HAPYLIEHUS CEpPAEYHOro puTMa
n npoBoauMocTu. Lenb ncenegoBanns. i3yuntb 0CO6EHHOCTN HapyLWeHWA puTMa cepala y aeteil ¢ Heand-
GepeHUMpPOBaHHON Aucnnasuen COeAMHUTENbHONM TKaHU, UMerwWwmux gedopmMauun No3BOHOYHNUKA U TPYAHOIA
KNeTKu M nponanc MUTPanbHOro knanaHa. Marepuanbl n MeToZbl uccnegoBanns. 06cnepoBaHo 126 feteit B
BospacTe 7-17 net ¢ HeanddepeHLMpoBaHHON fUCNNasneln COeANHNTENbHON TKaHK. Y BCeX MaLMEHTOB, CO-
rNacHoO KpUTEpusM BKNIOYEHMUS, HabNAaNnoch Hanuune nponanca MUTpanbHOro knanaHa. flebopmauyms no-
3BOHOYHMKa fuarHoctupoBaHay 82 (65,1%) aeteit, negopmauus rpyaHoii knetku —y 64 (50,8%), acTeHndyeckas
dopma rpyaHoit knetku —y 29 (23,0%) o6cnenyeMblx. Bee nauueHTbl 6biav pa3geneHbl Ha JBe rpynbl: OCHOBHYH
coctaBunu 85 geteit ¢ pegopmanusMu NO3BOHOYHMKA U FPYAHOI KNETKK, FPynny cpaBHeHUs — 41 pebeHok 6e3
Aedopmaunii. PeaynbTatbl. HapyleHus cepeyHoro putMa amarHoctupoBaHbl y 104 (82,5%) naumeHToB ¢ Hegudde-
PEHLMPOBAHHOIA ANCNIa3Nel COeLUHNTENBHON TKaHW. B 0CHOBHOI rpynne aputMun umeni 83 (97,6%) pebeHka, a B
rpynne cpaBHeHUsi cTaTUCTUYECKM 3HaunMO (p <0,05) MeHbLLee KonnyecTso nauueHToB — 21 (51,2%). HomoTonHble
HapyleHus puTMa ceppua 3apeructpupoatbl y 101 (80,2%) pebeHka ¢ HeanddepeHLuUpoBaHHoOi Aucnnasueii
COeMHUTENbHOW TKaHWU. B CTPyKType reTepoTOMNHbIX HapyLIeHWii puTMa Nnpeobnaganu apuTMun B BUAE aKCTpacu-
ctonuu — 104 (82,5%) naumeHTa. MPOrHOCTUYECKM 3HAUMMbIE HAPYLIEHWS PUTMa CepALia 3aperucTpupoBaHbl y 26
(20,6%) peTeii. Mpn 3TOM OHM CTAaTUCTUYECKM 3HAUMMO (p <0,05) yalle BCTpEYanuch Y fieTeil OCHOBHOM rpynnbl. Tak,
XenyaoukoBble akcTpacucTonbl Il rpagaummn onpeaensnuck y 10 (11,8%) nauneHToB OCHOBHOM rpynnbl My 1(2,4%)
pe6eHKa rpynmnbl CPaBHEHUS; YacTble CynpaBeHTPUKYNAPHbIe akcTpacucTonbl —y 12 (14,1%) u 2 (4,8%) neteit coot-
BETCTBEHHO; CyNpaBeHTPUKYNspHas NapoKcMaMabHas Taxukapaus 3apernctpuposaHay 1(1,2%) pebexka c gedop-
MaLMAMM NO3BOHOYHKKA W TPYAHOI KNeTKW. BbiBogbl. HapylweHus putMa cepaLa BbisiBNeHbl y 60/bLIMHCTBA AeTell
c HeaudhepeHLMPOBAHHOW Aucniasnen COeSUHUTENBHON TKaHU, UMEOLWMX Nponanc MUTPanbHOro Knanasa.
MaumneHTbl ¢ HegnddepeHLMpPOBaHHOI Jucnnasuei coefuHUTENbHON TKaHK, MMetoLL e fedopMaLm NO3BOHOYHKKA
W FPYAHOI KNETKM 1 Nponanc MUTPanbHOro KnanaHa, npeAcTaBnsoT FPynny pucka no pasBUTUI MPOFHOCTUYECKH
3HAYUMBbIX apUTMUIA.

KNIOYEBDBIE CJIOBA: HeguppepeHumnpoBaHHas Aucnnasuns COegUHNTEbHONA TKaHu, AeTH, Aepopmanny nosso-
HOYHMKA W rPyAHOMN KNETKM, NPOIanc MUTPanbHOro KnanaHa, HapyLeHus putMa cepala
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ABSTRACT. Introduction. One of the most significant factors affecting the prognosis of patients with
undifferentiated connective tissue dysplasia is cardiac arrhythmia and conduction disorders. The aim — to study
the features of cardiac arrhythmias in children with undifferentiated connective tissue dysplasia and deformities
of the spine and chest and mitral valve prolapse. Materials and methods. 126 children aged 7-17 years with
undifferentiated connective tissue dysplasia were examined. According to the inclusion criteria, all patients had
mitral valve prolapse. Spinal deformity was diagnosed in 82 (65.1%) children, chest deformity in 64 (50.8%),
asthenic chest shape and a “drip” heart in 29 (23.0%). All children were divided into two groups: the main group
consisted of 85 patients with spinal and thoracic deformities, and the comparison group included 41 patients
without deformities. Results. Cardiac arrhythmias were diagnosed in 104 (82.5%) patients with undifferentiated
connective tissue dysplasia. In the main group, 83 (97.6%) children had arrhythmias, and in the comparison group,
a significantly (p 0.05) smaller number of patients — 21 (51.2%). Nomotopic cardiac arrhythmias were reported
in 101 (80.2%) children with undifferentiated connective tissue dysplasia. In the structure of heterotopic rhythm
disorders, arrhythmias in the form of extrasystoles prevailed in 104 (82.5%) patients. Prognostically significant
cardiac arrhythmias were registered in 26 (20.6%) children. At the same time, they were statistically significantly
(p <0.05) more common in children of the main group. Thus, grade Ill ventricular extrasystoles were detected in
10 (11.8%) patients of the main group and in 1 (2.4%) child of the comparison group; frequent supraventricular
extrasystoles in 12 (14.1%) and 2 (4.8%) children, respectively. Conclusions. Cardiac arrhythmias were detected
in the majority of children with undifferentiated connective tissue dysplasia and mitral valve prolapse. Patients
with undifferentiated connective tissue dysplasia, with mitral valve prolapse and spinal and thoracic deformities,
are at risk of developing prognostically significant arrhythmias.

KEYWORDS: undifferentiated connective tissue dysplasia, children, spinal and thoracic deformities, mitral valve
prolapse, cardiac arrhythmias
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BBEAEHUE

Ovcnnasus coeguHutenpHoii Tkanu (OCT) — re-
HeTUYeCKU JeTepMUHUPOBAHHOE COCTOSIHWUE, Xapak-
Tepusytoweecs aedektaMu BONOKHUCTbIX CTPYKTYP M
OCHOBHOrO BellecTBa COeJMHUTENbHON TKaHU. Bbige-
NAKOT HacNeACTBEHHbIe HapyLLeHUs COeUHUTENbHON
TKaHu (auddepeHuMpoBaHHas AuUCNNasus COeANHNU-
TeNbHOW TKaHU, CUHAPOMHbIE UM MOHOTeHHbIe dop-
Mbl [ICT) 1 COGCTBEHHO AWUCNNA3UI0 COEANHUTENbHOM
TKaHu (aucnnasus COeANHNTENbHOI TKaHu, Heandbe-
PEHLMPOBAHHbIE NN HecuHAPOMHbIe Gopmbl [ICT) [1].
B HacTosee Bpems ANs 0603HaYEHUA HECUHAPOMHbIX
dopm ACT ncnonbayercs TepMuH «HegmdhepeHuupo-
BaHHbIE AUCMIA3UN COEAMHUTENbHOI TKaHu» (HOCT),
noj KOTOPbIMM MOHUMAIOT reHeTUYECKN JeTEPMUHUPO-
BaHHble COCTOSIHMSA, XapaKTepu3aytowuecs fedekramu
BOJIOKHUCTbIX CTPYKTYP M OCHOBHOIO BELLECTBA COeLM-
HUTENbHOI TKaHW, NPUBOAALLME K HapyLleHWo GopmMo-
o6pa3oBaH1s OpPraHoB U CUCTEM, MMEKLLME NPOrpesm-
EHTHOEe TeYeHue, KOTopble ONpeaenstoT 0COGEHHOCTH
accounMpoBaHHOW natonoruu, hapMakoOKUHETUKMN U
dbapMakogMHaMUKKU NeKapCTBEHHbIX cpeacTs [2, 3].
OAHUM U3 Hambonee 3Ha4YMMbIX GaKTOPOB B MiaHe
NporHo3a Ans XusHu naumentos npu HACT agnsaTcs
HapyLUeHUsi CepAEYHOro pUTMa 1 NnpoBoauMocTy [4, 5].

ApuTMuUHK, cOrnacHo AaHHbIM KAUHWUYECKUX ucchne-
JoBaHwuii, peructpupytot y 31,7-91,0% nauneHToB C
[CT [3, 4]. HapyweHusa putma cepaua 1 npoBoAUMO-
CTW 06bIYHO MPOSIBNATCA C 5-6-neTHero Bospacrta
pe6eHKa, MakCUManbHO MPOrPeccUpyroT B MOLPOCT-
KOBbIi nepuoj, HapacTas Nno yactoTe napaniefbHoO
GopMuUpoOBaHMIO METABONMYECKON KapauomMuonaTuu,
nponancoB KnanaHoB W NOBbIWEHUIO JaBJIEHUA N0
Manomy Kpyry KpoBoob6paileHus [5, 6).

MpUYMHbI HapyLWEeHNUsi CEPAEYHOro puT™Ma y nauu-
eHtoB ¢ HOCT paspenstoT Ha KapauanbHble M 3KC-
TpakapananbHble. ICTOYHUKOM HapyweHus puTma
cepAua MOXeT 6bITb 04ar M13MEHEHHOro MeTabonnama
B MUOKapAe, KOTOpbIii Bcerga npucyTcTBYeT Npu Hapy-
LWEHMMN CTPYKTYPbI N QYHKLUYU COEANHUTENTbHOW TKaHM.
B ocHoBe (yHKLMOHANbHO MeTabonMyecKon Kapano-
MUONATUN NEXUT USMEHEHUE KONTOUAHO-XUMUYECKUX
MPOLECCOB, UMEILWMUX UCXOAHYI FEHETUYECKM fe-
TEPMUHUPOBAHHYKO MEXTKaHEeBY0 aCUMMETPUIO, YTO
CMOCOBCTBYET aCMHXPOHHOW 3JIEKTPUYECKON aKTUB-
Hoctu. HOCT co3paeT ycnosua gns GopMupoBaHus
0C06EeHHOCTEN aBTOMATMUYECKO aKTUBHOCTH CUHYCO-
BOrO Yy3na, UHHepBaL MK U 30H aCUHXPOHHOI Aenons-
pusauuu. He uckntoyeHa pofib akTMBaLuUmM npegcepa-
HbIX NaTeHTHbIX 04aroB aBTOMaTu3Ma BClefCTBUE
pasnuuusa penonspusauun BONOKOH MMOKappaa u
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HapyleHns 9IeKTPUYECKOW rOMOreHHOCTU npepcep-
Anid. TIpnynHON HapylleHUs cepAeyHoro putMa npu
HOCT Takxe MOXeT CNyXuUTb Npoaanc MUTPasbHOroO
knanaHa (MMK). Bo3HUKHOBEHME apUTMMUii Npu 3TOM
06YCNOBNEHO CUJIbHBIM HaTSXXEHUEM MUTPanbHbIX
CTBOPOK, COLLEPXaLLNX MbILWEYHbIe BOIOKHA, CMOCO6-
Hble K [MacTONNYecKoii fenonspusauum ¢ Gopmumpo-
BaHMEM 6UO3IEKTPUYECKOI HECTabUIbHOCTI MUOKAp-
Aa. BO3HNKHOBEHUIO 9NEKTPUYECKON HECTAabUIBHOCTU
TakXXe cnoco6CTBYET AUTENbHO CYLLECTBYHOLAS TH-
nepbyHKLUMA CMMNATMYeCKOro OTAeNa BereTaTuBHOIA
HepBHOWM cucTembl [7, 8]. B nosiBNeHnn apuTMuii npu
HOCT Takxe uMmeeT 3HayeHne U3MEHEHNE reoMeTpun
Kamep cepgua. CTpyKTypHO-QYHKLMOHANbHOE peMo-
penuposaHue cepaua npu HOCT aBnsetca uHTerpans-
HbIM 371EKTPOreHeTUYeckuM cybcTpaTtom hopmupoBsa-
HUS HapYLIEHWi CepAeYHOro puTMa U MPOBOSUMOCTH.
YcTaHOBNEHO, YTO Y AieTell C apUTMUYECKUM CUHLPO-
MoM Ha poHe HACT HabnogaeTca paHHee peMogenu-
poBaHue Muokappaa [1,9, 10].

bonbLoii Bknag B GopMmMpoBaHue apuTMuin BHOCAT
TaKxe gedopmauun rpyaHoOi KNeTKU U MO3BOHOYHM-
Ka, KOTOpble SBAAIOTCA OLHAMU U3 Hanbonee 4yacTbIX
BHEWHUX GeHoTunuyeckux npossnennit HOACT [11-
13]. MaTonorua No3BOHOYHOrO CTON6Ga NpPoABNAETCA
CKONIM030M, KUDO30M, a TakKKe KOMOUHMPOBAHHbIMMU
U3MeHeHUAMU. [ucnnacTuko3aBUCMMble U3MEHEHUS
TPYLHOI KNETKW MOryT 6biTb B BUAE aCTEHUYECKOI
bopmbl 1 aedopmauuii (KuneeuAHoOI, BOPOHKOO6pa3-
Hoi1). MepBbie nposBieHns Aedopmauuit rpyaHoi
KJIeTKN BbISBNAOTCA B 5—6-1eTHEM BO3pacTe, B Aalb-
HeliLeM OHM NPOrpecCupytoT, OKOHYaTeNbHO hopmupy-
Acb K 10-12 rogam. B aToM e Bo3pacTe nosiBAAOTCS
KOppUr1poBaHHble U3MeHEHMS NO3BOHOYHUKA. B ganb-
HelilleM MO3BOHOYHbIe AedOpMaLu NMpOrpeccupyroT
W CTaHOBATCA QUKCMPOBaHHbIMU. Takne CNOXHble CO-
yeTaHWsi U3MeHeHU NO3BOHOYHMKA W FPYAHON KNeTKu
MPUBOLAT K U3MEHEHUIO XOAa pebep, BbICOTbI CTOSIHUS
Anadparmbl ¢ orpaHUYeHNEM ee IKCKYPCUM, YMeHbLLa-
0T 06bEM rpyAHON KNETKM, 0Ka3biBAKOT MeXaHU4Yeckoe
BO3Je€NCTBUE Ha BHYTPUrPyAHble OpraHbl, HapywarT
HOpMaJsibHble COOTHOLLEHUS MEXAY CEePALEM U rPYAHOIA
KNeTKON. 3Tu npoLecchl OnpeaenstoT xapakTep peMo-
AIeNNPOBaHNSA CepAEYHO-COCYAUCTON cucTeMbl [5, 6).

LLEAb UCCAEAOBAHUA

Llenb nccnegoBaHms — U3y4ynTb 0COGEHHOCTM Ha-
pylleHUA puTMa cepaua y feTeii ¢ HegudpepeHumpo-
BaHHOI aucnnasunein coegUHUTENbHOW TKaHU, UMELD-
wux aebopmaunm No3BOHOYHNUKA U TPYLHON KNETKU
(ANTK) n NMK.
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MATEPUAAbI U METOAbI UCCAEAOBAHUA

O6cnegoBaHo 126 peteit ¢ HOCT B BO3pacTe
7-17 net: ManbumkoB 67 (53,2%), AeBovek — 59 (46,8%).
CornacHo KpuTepusiM BKNOYEHUS B UCCNEA0BaHNE, BCE
nauneHTbl umenu MMK. MayueHtsl ¢ HOCT 6binn pas-
JeneHbl Ha ABe rpynnbl: B OCHOBHYIO BOLWNK 85 AeTeil
¢ ANTK, B rpynny cpaBHeHus — 41 pebeHok 6e3 AMNTK.

Iwnarno3 HACT 6bin BbICTaBNEH HA OCHOBAHMM BHELL-
HUX W BUCLepanbHbIX GEHOTUMUYECKNUX MPOSBIIEHMWIA
COEMHUTENbHOTKAHHONM JUCNNasum, a TakKe u3MeHe-
HWI CopiepXKaHNs TMAPOKCUMPOMHA KPOBK U MouM [6].
[JvarHocTuky nponanca MWUTpPanbHOro KnanaHa npo-
BOANM C NPUMEHEHUEM JOMMNIEepPOBCKOI 3XOKapAuo-
rpadum [14]. Ucnonb3oBanu ynbTpasByKOBOIA CKaHep
Sono ACE 6000 CMI" ¢pupmbl Medison. 9xokapaunorpa-
¢us npoBoaunach B ogHomepHoM (M) 1 ABYXMEpHOM
(B) pexxumax. CTeneHb BbIpaXeHHOCTU MUTPanbHO
peryprutauuu onpeaensnm no AaHHbIM LBETHOrO fon-
nnepaxokapLmorpaguyeckoro nccnefoBaHus.

[ns oueHkn gedopmaunit NO3BOHOYHOrO cTON6a UC-
MoNb30BanK pesynbTaThbl OLEHKM OPTONEeANYECKOrO CTaTy-
Ca M KayeCTBEHHO-KONMYECTBEHHbIE AaHHbIE PEHTTEHOMO-
TMYeCKOro uccnefoBaHus No3BOHOYHNKA navuenTa [15].

[ns npoBefeHUs CYyTOYHONO MOHWTOPUPOBAHUSA
3/1eKTPOKapaMorpaMmmbl UCNoNb30BanK TpexkaHarb-
HYl0 XONTEPOBCKY cucTeMy «KoMnnekc ambynatop-
HOro Kappuorpaduyeckoro MoHuTopuHra “AX-AKM-03"
C MaTemMaTU4yeckKu-KOMNbIOTEPHbIM aHanM3oM Bapua-
6enbHOCTY pUTMa cepjla». AHanu3 3NeKTpoKapamo-
rpaMmbl NPOBOLMSIM HA NMEPCOHaNbHOM KOMMbOTEpE
(ASUSTEK INK P4IE-MX) B peanbHOM BPEMEHM.

[ns KNMHUYECKON OLLeHKM XenyAouKOoBbIX 9KCTpa-
cucTon ucnonb3oBanu rpagauuu no B. Lown n M. Wolf.

CopepxaHne aMMHOKMCNOT KPOBU M MOYM LS NOA-
TBepxaeHus HOCT oueHnBannm MeTofoM TOHKOCIION-
HOM xpomaTorpadpuu. Onpepensnu copepxaHue
22 cBO6OAHbIX aMUHOKUCNOT W WX NPOU3BOAHBIX.
YpoBeHb rugpoKCMnNpoanHa u NposMHa oLeHnBanu Ko-
NINYECTBEHHbIM METOAOM, OCTasbHbIX aMUHOKMCAOT —
MONYKONIMYECTBEHHbIM.

Bcem nauueHTam npoBofuMAM 06LWNii aHanu3 KpoBw,
onpegenenue C-peakTUBHOro 6enka, peHTreHonornye-
CKOe uccneaoBaHue OpraHoOB rPYAHON KNETKM, CTaH-
JapTHYLO anekTpokapguorpaduio.

®usmnyeckoe pasBuTUE OLEHMBANKU NO NapameTpam
pocTa, Macchl Tena, OKpYXXHOCTW TPyAHON KneTku. [ns
OLIeHKM nokasaTeneil u3nyeckoro passBuTMs UCNomb30-
Ba/M TabNMLbl LLEHTUBHBIX BENIMYMH.

CTaTucTMyeckas 3HaYMMOCTb OT/IMYMIA Npu cpaB-
HEHUW NONYYEHHbIX CPefHUX KaYyeCTBEHHbIX NOKa3a-
Teneii oLueHMBanacb npu nomowm kputepus X2 c yde-
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ToM nonpasku Neiitca. Pasnuuns mexay Bbibopkamu
npusHaBann AOCTOBEPHbIMU NPY YPOBHE 3HAYUMOCTH
ownokm p <0,05.

PE3YAbTATbI U UX OBCY)XXAEHUE

MMK | ctenenn guarHoctupoBaH y 80 (94,1%) ae-
Teil ocHOBHoIA rpynnbl ny 40 (97,6%) o6cnefoBaHHbIX
rpynnbl cpaBHenus, Il ctenenn —y 5 (5,9%) u 1 (2,4%)
naLMeHTOB COOTBETCTBEHHO. MUTpanbHyto perypruta-
uuo umenu 37 (43,5%) nauueHToB OCHOBHOW Tpynnbl
n 10 (24,4%) rpynnbl cpaBHeHus. Mpn 3TOM perypruTa-
uusi | cteneHn yctaHoBneHay 30 (35,3%) peteii ¢ AMNIK
n8(19,5%) 6e3 ANTK, Il crenenn —y 7 (8,2%) n 2 (4,9%)
NaLWeHTOB COOTBETCTBEHHO.

AHanus faHHbIX KNMHUYECKOro 06cnesoBaHNs Bbl-
SIBUN Hannune aedopmanum no3BoHoYHuKa y 82 (65,1%)
nayueHToB. Ckonnos | cTeneHn AMarHoCTMpoBaH y 76
(60,3%), Il ctenenn —y 6 (4,8%) peteit. Y 17 (13,5%) na-
LIMEHTOB CKONNO3 codeTancs ¢ kKuhosom. [lehpopmaunio
rpyaHoi knetku umenu 64 (50,8%) pe6eHka: BOPOH-
Koo6pasHyto — 42 (33,3%), kuneugHyto — 16 (12,7%),
y OCTanbHbIX MauUeHTOB BUA AedopMaLuu rpyAHOI
KNeTKu onpegensnca ConyTCTBYIOLWWM CKOMNO30M.
AcTteHunyeckas gopma rpyfHOii KneTku Habntoganach y
29 (23,0%) nauueHToB. MpKU PEHTrEHONOrMYECKOM MC-
CNnefj0BaHUM OPraHOB rPYAHON KNETKU Y 9TUX AeTel Bbl-
SIBNEHbl YMEeHbLLUEHWe pa3sMepoB cephla ¢ npeobnaga-
HUEM NPOLOMbHOro pasMepa Hap, NornepeyHbIM, Y30CTb
CepAeyHoili Tanuu, CpeaNHHOE pacnosioXeHne, yanuHe-
HUe CepfeyHbIX AYr, KapauoTopaKanbHbIii MHLEKC Me-
Hee 40% («KanenbHoe», unu «sucavee», cepaue) [8].

[Mpu oueHke Maccbl u pocTa nauyueHtos ¢ HACT BblI-
SIBNIEHO, YTO 0COBEHHOCTbHIO UX PU3NYECKOro pa3BUTUS
6bII0 yBENMYeHne AnuHbl Tena: 67 (53,2%) obcneno-
BaHHbIX UMeNn pocT Bbllwe cpeaHero, a 18 (14,3%) —
BbicoKUi. [eteit ¢ AMNTK, umerowmx pocT Bbiwe 750
LeHTuns, 6110 goctoBepHo 6onblue (p <0,05) oTHOCHK-
TenbHo nauneHToB 6e3 ANTK — 64 (75,3%) u 21 (51,2%)
pebeHOK COOTBETCTBEHHO. Macco-pocToBO KO3Q-
duumnent y 85 (67,5%) nauneHtos ¢ HOCT 6bin Huxe
40%, 4TO CBUAETENIbCTBOBAIO 06 OTHOCUTESIbHOM CHU-
)XEHUM MacCbl COOTBETCTBEHHO pocTa. lpu 3ToM CHu-
XXEHMEe Macco-pocToBOro KoahhuLueHTa 0TMeYeHO B
OCHOBHoIi rpynne y 64 (75,3%) o6cnefoBaHHbIX, YTO
6bIN0 cTaTUCTMYECKM 3HaunmMo (p <0,05) Gonblue OTHO-
CUTENbHO rpynnbl cpaBHeHus — 19 (46,3%) AeTeii.

HapyweHus cepaeyHoro putma fuMarHoctTupoBaHbl
y 104 (82,5%) naunento ¢ HACT. Mpu aTOM cTaTu-
CTUYECKM 3HaUnMMO (p <0,05) yale oHN onpeaensnuch
B OCHOBHOIA rpynne —y 83 (97,6%) aetent 0OTHOCUTENb-
HO rpynnbl cpaBHeHus —y 21 (51,2%).
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HomoTonHble HapylweHns puTMa ceppua 3aperu-
cTpupoBaHbl y 101 (80,2%) naumnenta ¢ HACT. Haubonee
YacTblM BMJOM HOMOTONMHbIX HapyleHWi i cepieyHoro
puTMa 6bina CUHycoBas apuTMUsi, KOTOpas BbisiBIEHa
y 50 (39,7%) peteil. CuHycoBas Taxukapaus Habnwoga-
nacb B 42 (33,3%), cunycoBas 6pagukapaus —B 9 (7,1%)
cnyyasix. HoMoTONHbIe apUTMUM 3aperucTpupoBaHbl C
0JMHAKOBOW YacToToi Kak y nauuenToB ¢ AMNIK, Tak
n 6e3 ANIK: y 70 (82,3%) u 31 (75,6%) peTeii cooTeT-
CTBEHHO. YacToTa CUHYCOBOIA apUTMUU, CUHYCOBOM Ta-
XWKapAWUK 1 CMHYCOBOM BpafuKapauu B 06eux rpynnax
o6cnef0BaHHbIX OCTOBEPHO He oTanyanuch (p >0,05).

B cTpykType reTepoTOMHbIX HapyleHUd puTMma
cepauay peteit ¢ HACT npeo6bnaganv aputmuu B BUAE
akcTpacuctonuu —y 104 (82,5%) nauneHToB. Tak, Xe-
NYL,0YKOBbIE IKCTPACUCTONbl CPeAN NaLMeHToB OCHOB-
HOW rpynnbl peructpupoBanuck y 40 (47,1%) o6cneno-
BaHHbIX, @ B rpynne cpaBHeHus — vy 12 (29,3%). Yacras
CynpaBeHTPUKYNAPHas 3KCTPACMCTONNSA UMena MecTo y
14 (11,1%) peteit ¢ HOCT: y 11 (12,9%) feTeii 0ocHOBHOM
rpynnbi ny 3 (7,3%) 06CneA0BaHHbIX FPYNMbl CPaBHEHUS.

Mopasnsitowee 6ONbWUHCTBO 3KCTPACUCTON
OblNM OfMHOYHbIMU. CnapeHHble 3KCTPacUCTONbI
3apeructpupoBaHbl Yy 9 (7,1%) nauueHToB, rpynmno-
Bble — Yy 5 (3,9%), 6uremunus —y 8 (6,3%), Tpuremu-
Hus —y 7 (5,6%), kagpurumenus —y 1 (0,8%). Bce
CnapeHHbIe W rpynnoBble 3KCTPACUCTONbI Obinu cynpa-
BEHTPUKYNSIPHbIMU, 60NbLIAst YaCTb anOpPUTMUYECKUX
(no TMNY GUreMUHUM U TPUTEMUHUMN) — XKENY[0YKO-
BbIMU. Y 38 (44,7%) neteit 0GHapyXeHbl NMpaBoXeny-
A0YKOBbIE, y 4 (4,7%) — NONUTONHbIE SKCTPACcUCTONbI.
Y peteit ¢ ANIK 3aperncTpupoBaHbl BCe BUAbI IKCTpa-
cucton, 6e3 [AMNFK — ToN1bKO OANHOYHbIE U CMAPEHHbIE.

OPUTUHANDHDBIE CTATbH

Mpw aTom 19 (22,4%) naumenToB ¢ AMNTK ogHOBpeMeH-
HO MMeNN HeCKOMbKO BUAOB 3KcTpacucTon (Taén. 1).

B cTpykType XenyaoukoBbIX 3KCTpacucTon y fe-
Teit ¢ HOCT npeo6naganu aputmum | rpagauum —y 25
(19,8%) peteii: 18 (21,2%) c ANTKwn 7 (17,1%) 6e3 AMNTK.
YenygoukoBble akcTpacucTonum Il rpagaunu Habnio-
panucb B 16 (12,7%) cnyyasx, B Tom uucne y 12 (14,1%)
nayMeHToB OCHOBHOM rpynnbl 1y 4 (9,8%) — u3 rpyn-
Mbl CPaBHEHUS, a XenyaoukoBble aputmum Il rpagavmun
peructpupoBanucb y 10 (11,8%) n 1 (2,4%) pebeHka co-
OTBETCTBEHHO. [1pn 3TOM TONIbKO Cpeau NauueHToB ¢
ONTK nmenu mecto akcTpacucTonbl |18 rpagauuu.

Bbinn Takxe npoaHanusnpoBaHbl LIMPKaAHbIe TUMbI
9KCTpAcMCTON. YCTaHOBMEHO, UTO cpean aetein ¢ HOCT
npeo6nafan AHEBHOM TN 3KCTpacucTonmn — B 62 (49,2%)
cnyyasyx; HouHoi Tvn peructpupoancs B 20 (15,8%), cMe-
WaHHbIA — B 22 (17,5%). [laHHOE COOTHOLIEHME LIMPKag-
HbIX TUMOB 3KCTPACUCTON HAbNIO[ANOCh KaK Y NALMEHTOB
¢ ANrK, Tak n 6e3 ANIK. Mpu 3TOM Hanbonee NPorHocTu-
YecKW HebNaronpuUsATHbIA CMELIAHHbIA TUM 3KCTPAaCcUCTO-
nuv 3aperucTpupoBaH y 17 (20,0%) aeTeit 0CHoBHO rpyn-
nbl v 5 (12,2%) feTeil rpynmnbl CpaBHEHMS.

HapyweHus putma B leTCKOM BO3pacTe MOryT HO-
CUTb KaK KNMHUYECKN He3HAUNUMbIii (CUHYcOBasi apuT-
MUSI), TaK U KIMHUYECKM 3HAYMMBbIi xapakTep (cynpa-
BEHTPUKYNAPHAA W XenyfouykoBas 3KCTPacucTonus,
CMHOaTpuanbHasa 610kafja, aTpUOBEHTPUKYNSAPHas
6nokaga) [5]. MporHocTUyeckn 3HaunMble HapyLIeHUs
puUTMa ceppalia 3aperucTpupoBaHbl y 26 (20,6%) peteit.
Mpwn 3TOM OHM cTaTUCTMYECKM 3HaYMMo (p <0,05) vyale
BCTPeYanuchb y feTeit OCHOBHOM rpynnbl. Tak, xeny-
[04KOBble aKcTpacucTonbl |l rpagauuu onpegensanuco
y 10 (11,8%) naumeHTOB OCHOBHOW rpynnbl Uy 1(2,4%)

Tabanua 1. Yactota perncrpaumm XenyAOUKOBbIX SKCTPACUCTOA Yy AETeN C HeandbbepeHUMpPOoBaHHOW AWCMAA3UEN

COEAUHUTEABHOM TKAHMU

Table 1. Frequency of registration of ventricular extrasystoles in children with undifferentiated connective tissue dysplasia

Ipapauunm XXenypoUKOBbIX YacTtoTta peructpaumum XenyaA0uKoBbIX SKCTPACUCTOA
3KCTPACUCTOAUM Registration frequency ventricular extrasystoles
Gradations of ventricular Bce aetv ¢ HACT OCHOBHas rpynna rpynna cpaBHeHus
extrasystoles all children with UCTD main group comparison group
(n=126) (n=85) (n=41)
n (%) h (%) n (%)
| 25 19,8 18 21,2 7 17,1
Il 16 12,7 12 14,1 4 9,8
1] 11 8,7 10 11,8 1 2,4
Illa 5 3,9 4 4,7 1 2,4
Il 6 4,8 6 7,1 0 0,0
Bcero 52 41,2 40 47,1 12 29,3
Total

Mpumeuanune: HACT — HeanddepeHUMPOBaHHbIE AUCTIAG3UM COEAUHUTEABHON TKaHU.

Note: UCTD — undifferentiated connective tissue dysplasia.
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pe6eHKa rpynnbl CPaBHEHUS; YacTble CynpaBeHTpHU-
KynsapHble akcTpacucTonbl —y 12 (14,1%) u 2 (4,8%)
JeTeil COOTBETCTBEHHO. Kpome aKCTpacucTonum us
reTepoTOmnHbIX HapyweHuii putmMa y 1 (1,2%) pebeHka
¢ [INrK BbifBneHa cynpaBeHTPUKYNAPHasA NapoKcus-
ManbHas Taxukapaus B HOYHOe Bpems Ha hoHe CUH-
apoma Bonbda-MapkuHcoHa-Yaiita).

3AKAIOYEHUE

lMpoBefeHHOe MccneaoBaHMe nokasano, YTo Hapy-
WeHUa puTMa cepaua SIBASKOTCA YacTON naTonoruen,
BCTpevatoLeiica y 82,5% peteit ¢ HOCT, umetowwmux NMMK.
B cTpykType apuTMuii npeobnagany reTepoTonHble Ha-
PYLUEHWA CEPAEYHOro pUTMa B BUAE CYNpPaBeHTPUKYNAp-
HOW 1 XenyaouyKoBOiA 3KCTpacucToNnu. Y naumeHToB ¢
[OINTK akcTpacuctonbl B NaTo/IOrMyeckoM KONUYeCTBe,
yacTas CynpaBeHTPUKYNSAPHAs 3KCTPaCUCTONUSA, XKe-
nypoukoBas akcTpacuctonua Il rpagauum 6b11m 3ape-
TMCTPUPOBaHbI Yalle OTHOCUTeNbHO feTeii 6e3 AMTK.
Maunentol ¢ HACT, umetowme nponanc MUTpanbHoro
KnanaHa u feopmaLny N03BOHOYHUKA U TPYAHON KNeT-
KW, NPeACTaBNSAIOT rpynmny pucka no pasBUTUIO NPOrHO-
CTMYECKN 3HAYMMbIX HapyLLeHMI puTMa cepaua.

AOMNONHUTEAbBHAA UHOOPMALUA

Bknap aBTopoB. Bce aBTOpbI BHECU CylWeCTBEH-
Hblii BKNag B pa3pa60TKy KoHUenuuu, nposeaeHne uc-

ORIGINAL PAPERS

CNnefoBaHMsA U NOATOTOBKY CTaTbW, MPOYIM M 0806pU-
nn GUHanNbHY BEPCUIO Nepeg nybnmkauue.

KoHdnukT uHTEpecoB. ABTOpbI AeKNapuUpyoT oT-
CYTCTBME SIBHbIX W MOTEHLMANbHbIX KOHPNUKTOB UHTE-
PEeCoB, CBA3aHHbIX C Ny6MKaL el HacTosALWel CTaTby.

UcTouHuK uHaHcMpoBaHus. ABTOPbI 3aABNAIOT 06
OTCYTCTBMU BHELUHEro GMHAHCMPOBAHUA MpW NpoBe-
AEHWUN ncCnefoBaHums.

WudopmMupoBaHHoe coriacue Ha nybnaukauuio.
ABTOpbI NOMYYUIN NUCbMEHHOE COrNnacue 3aKOHHbIX
npeAcTaBuTENel NaLMEHTOB Ha NybnuKauu Meau-
LMHCKNX AaHHbIX.
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