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Pesiome

BeepeHue. CoeanHuTenbHas TkaHb NpeacTaBnseT coboi CNOXHO OpraHWM30BaHHYK cucTeMmy. [Natonorns cepaeyHo-COCyaUCTOM
CUCTEMbI Ha (DOHE AMCNNA3UM COEAMHUTENbHOW TKAHWU NPUBEKAET K ce6e BHUMAaHWE B CBSA3M C HONMbLUMM PUCKOM PA3BUTUS OC/TOXK-
HEHWIA: HApYLUEHWI pUTMa U NPOBOAMMOCTHU, MHDEKLIMOHHOMO 3HA0KAPAMTA, TPOMBO3IMBONMIA COCYA0B M BHE3AMHOW CEpAeYHOM
cMepTH. IMEHHO MO3TOMY B HacTOsilLee BPEMSI BHUMAaHME Yy4YeHbIX COCPEAOTOYEHO Ha BHELPEHUM B MPaKTWUKYy METOLOB paHHeN
[OMArHOCTUKM NaToONOMMK, aCCOLMMPOBAHHOM C BBICOKMM PUCKOM pasBUTUS GaTasbHbIX COObITUIA Y ML, MOOA0M0O BO3pacTa.

Lenb. N3yunTb CTPYKTYpHblE 0COBEHHOCTM CEPALLA U MX B3aUMOCBS3b C MPOLLECCOM PEMOAENMPOBAHMS MUOKapAa Y AeTei C apuT-
MWYECKMM CMHAPOMOM Ha hoHe HeanbdepeHUMPOBAHHOM ANCNNA3UM COEAUHUTENBHOW TKaHW.

Matepuansl u Metoapl. O6cnenoBaHo 65 netei, U3 HUX 40 YenoBek UMENU APUTMUYECKUIA CUHAPOM B COMETAHUM C Heaudde-
PEHUMPOBAHHOM AMCNNA3MEN COEAMHUTENBHOM TKaHW, @ 25 YenoBek — TObKO MUHMMAsbHbIE NPOosiBNeHWs HeandbdepeHumpo-
BaHHOW AMCNNA3MUU COEAUHUTENBHOW TKaHW 6e3 apUTMUYECKOro CMHAPOMA. B iMarHoCTMYeCKMit anropuT™ Hbinn BKIKOYEHbI Takue
COBpEMEeHHble MeTOoAbl, Kak OLLeHKa peMoAenvMpoBaH1s U NPoLoNbHOM AedopMaLumn MUOKApLa, ONpeLeneHue HaTpuilypeTuye-
CKOro nenTuaa.

Pe3ynbtathl 1 06cyxaeHue. [poBefeHHOe MCCIef0BaHWE MOKa3ano pasHoobpasne GeHOTUNMYECKUX U BUCLLePaNbHbIX Mapke-
poB HeanbbepeHUMPOBaHOM ANCINA3UM COEAMHUTENBHOM TKaHU Yy AeTeil C apuTMUYECKMM CUHAPOMOM: MaToNOrMs CKeneta,
KOCMETUYECKUIA CMHAPOM U HapyWeHUs 3peHus. ApUTMUYECKUIA CMAPOM Y HUX MPOSBASICS HOMOTOMHbIMU U FeTePOTOMHbIMU
HapyLWeHUSMU CepAEYHOrO PUTMa, @ CTPYKTYpHble M3MeHeHUs cepaua (Nponanc MUTPanbHOrO KnanaHa pasHoW CTeneHu Bbipa-
YKEHHOCTU W YTOHYEHME CTEHOK MMOKApAa) CoYeTanuch C 6osee YacTbiM MOBbILUEHWEM HATpUilypeTuyeckoro nentuaa. Speckle-
tracking-axokapauorpadus nokasana 4OCTOBEPHOE CHUXEHME NPOLOAbHOM AedopMalmm MUOKapaa ¢ npeobnagaHuem Hanps-
XEHUS MMOKapAa B nepefHeM 6a3anbHOM CErMeHTe Yy AeTel C apUTMUYECKUM CMHAPOMOM Ha (DOHE BbIpaXkeHHOM HeanbdepeH-
LUMPOBAHHOW AMCNNA3UKN COEAMHUTENBHOM TKaHW, KOTOpPOE, BO3MOXHO, OTPAXAeT 3/1eKTPOaHATOMUYECKOe PeMOLeNMpoBaHue
cepaLa, NpUBOAsLLEE K PA3BUTUIO 3HAYMMbIX HApYLIEHWUI PUTMA U NPOBOAMMOCTM CEPALA, B T. Y. XKM3HEYrpOXKaIOLLMX.

BbiBoabl. [TpoBefeHHOE HaMK MCCnefoBaHMe NOKa3ano pasHoobpasme GeHOTUNMYECKMX U BUCLLEPaNbHbIX MapkepoB Hegndde-
PEeHLMPOBAHHOW AUCNNA3UMN COEAUHUTENBHOM TKAHWU Y AeTel C apUTMUYECKMM CUHAPOMOM. [ofyyeHHble AaHHble TpebyioT Aanb-
HeMLlWwero MaTeMaTMYeCKoro aHanu3a v yCTaHOBAEHWS BO3MOXHOM B3aMMOCBA3M BHELLIHUX MPOSBAEHWUIA 3ab0oneBaHUs C HapyLle-
HUSIMU PUTMaA M NPOBOAMMOCTM CEPALA.

KnioueBble cnoBa: oetu, AMcnnasns coeanHUTENbHOM TKaHW, AnarHocTuyecknin npotokon, Speckle-tracking-axokapauorpaduws,
HaTpUINypeTMYecKuii NenTua,
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Abstract

Introduction. Connective tissue is highly organized system, its disorders are characterized by a pronounced polymorphism
of morphological and clinical manifestations. The cardiovascular pathology in patients with nonspecific connective tissue
disorder attracts attention due to the high risk of complications: rhythm and conduction disorders, infective endocarditis, vas-
cular thromboembolism and sudden cardiac death. Therefore, it’s very important to use up-to-date equipment and methods
of early diagnosis of a high risk of fatal events in young.

Aim. To investigate the structural features of the heart and their relationship with the process of myocardial remodeling
in children with arrhythmic syndrome and nonspecific connective tissue disorder.

Materials and methods. Sixty-five children were examined, 40 of them had arrhythmic syndrome in combination with nonspe-
cific connective tissue disorder, and 25 had only minimal manifestations of nonspecific connective tissue disorder without
arrhythmic syndrome. Such up-to-date methods as assessment of myocardial remodeling and longitudinal strain, natriuretic
peptide assessment were included in the diagnostic algorithm.

Results and discussion. The study showed a variety of phenotypic and visceral markers of nonspecific connective tissue disor-
der in children with arrhythmic syndrome. Arrhythmic syndrome was manifested by monotopic and heterotopic heart rhythm
disorders, and structural changes of the heart: mitral valve prolapse and myocardial wall thinning were correlated with a more
frequent increase in natriuretic peptide. Speckle-tracking echocardiography showed a significant decrease in longitudinal
myocardial strain with predominance of myocardial strain in the anterior basal segment in children with arrhythmic syndrome.
Conclusion. Our study showed a variety of phenotypic and visceral markers of undifferentiated connective tissue dysplasia
in children with arrhythmic syndrome. The data obtained require further mathematical analysis and the establishment of a pos-
sible relationship between the external manifestations of the disease and cardiac rhythm and conduction disturbances.

Keywords: children, nonspecific connective tissue disorder, diagnostic protocol, Speckle-tracking echocardiography,
natriuretic peptide
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a rpynna COCTOsIHWM, NpU KOTOPOM HABbop KIMHUYECKUX Npw-

BBEOEHWE

Mpobnema pacnpocTpaHeHHOCTM HeauddepeHLMpoBaH-
HOM amMcnnasum coeamHuTensHon Tkanu (HOACT) B HacToswee
BpeMs 4BNSeTcs akTyanbHOW. [JaHHOMY BOMPOCY MOCBSILLEHO
60/blIOE KONMYECTBO HAyYHbIX TPYAOB B CBS3M C BbICOKOW
pacnpocTpaHeHHocTbio npusHakoB HOCT cpeom aetckoro
Hacenenus?® [1, 2]. HACT - 310 He Ho30n0rMyeckas enuHuLa,

* TeHoBa OA. PacnpocmpaHeHHOCMb U HEKOMOpble KNUHUKO-NamozeHemuyeckue acnekmel
HedugpeperyuposarHol ducnaasuu coeduHUMensHol MKaHu y nodpocmkos: asmopee. ouc. ...
KaHO. med. Hayk. Xabaposck; 2011. 24 c. Pexum poctyna: https://medical-diss.com/medicina/
rasprostranennost-i-nekotorye-kliniko-patogeneticheskie-aspekty-nedifferentsirovannoy-
displazii-soedinitelnoy-tkani-u-pod.

3HAKOB He YKMaAblBAETCS HWM B OOHO W3 HACIEACTBEHHbIX
MOHOTeHHbIX 33ab0neBaHWMM COEAMHUTENBHOM TKaHW [3].
HeonddepeHumpoBaHHbie GOPMbI AUCNNA3UM COEQUHUTENb-
HOM TKaHM MMELOT NoA, COO0M reHeTUYeCKyo OCHOBY, HO NPOSIB-
NAKTCH NOL OencTBneM cpenoBbix GakTopos [4, 5]. B ocHose
pa3sBWTMS KaK CMHAPOMHbIX, TaK U HECUHAPOMHbIX GOPM AnUC-
NN3a3nMn COELUHUTENbHOW TKaHM NeXar MyTauuu reHoB, OTBeT-
CTBEHHbIX 33 CUHTE3/KaTaboIM3M CTPYKTYPHbIX Benkos coeam-
HUTENbHOW TKaHM MW HEPMEHTOB, y4aCTBYHOLWMX B STUX NpO-
Lleccax, KONMYeCTBEHHOE M3MeHeHWe 00pa30BaHWS MOJHO-
LeHHbIX KOMMOHEHTOB 3KCTPALENINSPHOTO  MaTPUKCa,
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Hapywenus dubpunnoreHesa [6-8]. Bcrpeyaemocts HAOCT
KoppenupyeT C BO3pacTtoM obcnenoBaHHbIX. DeHbl Ancnnasmm
MaHUPECTUPYHOT B TEYEHUE KM3HU: Y HOBOPOXAEHHDBIX BbISIB-
NeHne MPU3HAKOB MMHMManbHO. MNposBneHre dGeHoTUNMYec-
KMX MPU3HAKOB MMEET NPOrpeamneHTHOCTb: B Bo3pacTe 4-5 neT
MaHUbEeCTUPYIOT NpoNancsl KNanaHoB, B 5—7 neT — BOPOHKO-
obpasHas W KuNeBWAHas rpyaHas kneTka, aedbopmauus
MO3BOHOYHOrO CT0N6a, NAaTONOrMs CTOMbI, MUOMKUS, B NOAPOCT-
KOBOM BO3pacTe — reMopparuyeckuii cuHapom? [7-10], uto
CBS3aHO C MepuofaMM YCUNEHHOrO pOCTa, T. H. POCTOBbIMMU
ckaykamu. Kputmyeckmm nepnonoM SBASeTCs NOLPOCTKOBbIN,
4TO CBSI3@HO C MAKCMMasbHbIM HaMpPSKEHWEM BCEX CUCTEM
OpraHv3Ma 1 yeenunyeHueM obLieit MacChl COeAUHUTENbHOWM
TKaHW. B faHHbIM nepuon NMpUpOCT KOAMYeCTBa MPU3HAKOB
omMcMopdoreHesa MoxeT coctaensTb 6onee 300%. Kak npa-
BW/O, HAKOMMEHWE MPU3HAKOB AMcCnnasuu B Bonee nospHem
BO3pacTe BCTpeyaetcs penko® [11, 12]. Tak, B NoApOCTKOBOM
Bo3pacTe otaenbHble npu3Hakn HACT moryT BCTpeuaTtbcs
¢ vacrotoi ot 14 no 85% [8, 13]. Mpu HOCT wupoko pacnpo-
CTpaHeHbl M BeCbMa Pa3HOOOpasHbl CepaevHO-CoCyanCTble
nsmeHenuns [14, 15]. Paa vnccnenoBaTeneit OTMeYaloT 3Hauu-
TeNbHYK CBA3b NMEPBMYHOIO Npoanca MUTPANbLHOrO KianaHa
C HEKOTOpbIMK reHaMu rmctocosMecTumoctu [16]. [Ina peteit
¢ HOCT xapakTepHO CMeLlleHWe 31eKTpUYeckon ocu cepaLa
BMpaBo, YKopoueHue mHTepBana PQ [17]. Pa3BuBatotcs Hapy-
LEeHWNS CepAEeYHOro pUTMa U MPOBOAMMOCTM — CYNpaBeHTPUKY-
NApHbIE W >KEeNyLOYKOBble 3KCTPACUCTONbI, XXenyLo4yKoBas
Taxukapaus, cuHopom yoamHeHHoro QT [18]. AputMuueckumin
CMHAPOM BXOIMT B rpynny CUHAPOMOB, ONPeaensiomx TaHa-
ToreHe3 y oy, ¢ HACT [7, 19, 20]. MopdodyHKLMOHaNbHbIE
M3MEHEHMS Ccepaua M apuUTMUYeCKU CUHAPOM, accouMUpo-
BaHHble ¢ HAOCT, npBnekatoT NnpucTanbHoe BHUMaHMeE uccie-
[loBaTeNen, 4To CBA3aHO C MX OTHOCUTENBHO YacToM BCTpeyae-
MOCTbO B MONY/NSLMK, @ TaKKe C BbICOKUM PUCKOM Pa3BUTMS
Cepbe3HbIX OCUIOKHEHUIA M HACTYMeHWs BHE3aMHOM CMepTU.
Mo AaHHbBIM NAaTONOr0aHaTOMUYECKMX U CyAeOHO-MeANLMHCKMX
NUCCNefOBaHWMIA, HA CUMHOPOM BHE3anHoW cepaevyHon cMmep-
™ (BCC) npuxoautcs 2,3% ymeplumnx B Bo3pacte ot 13 ao 18 net
1 0,6% - B Bo3pacTe oT 1 fo 13 neT. B nocneaHme rofbl 3Haum-
TenbHO Bo3pocin cnyvam BCC peteit, noopoCTKOB M MONOABIX
mmu. BCC coctaBnset okono 5% OT BCex Cly4aeB CMepTu
neten (yactota ot 1,5 go 8,0 Ha 100 000 B rog) [5, 7].

B cBs3M € 3TMM Bce 6onee akTyanbHbIM CTAHOBUTCS MOWCK
BO3MOXHOCTEM paHHeW [AMArHOCTMKM MaToNorumM CepaevHo-
COCYAMCTOM CUCTEMbI M aCCOLMUPOBAHHDBIX C HEW OCNOXKHEHUHN,
ocobeHHo y feTert u nogpoctkos ¢ HACT. Tak, B psae nccneno-
BaHWI Oblna MoOKasaHa po/b HaTPUIypeTMYeckoro nentu-
na (HYI) kak ueHHoro BuMoMapkepa, LWMPOKO MCMOb3yeMOro
B KMHWKE 011 AMArHOCTUKM NaTonorMm cepaeyHo-CoCyanCToi
cuUCTEMbI (CepaeyHas M MnoveyvHas HeLoCTaTOMHOCTb, Kapauo-
TOKCMYHOCTb XMMMUOTEpaneBTUYECKUX CPELCTB, MLIeMUYecKas
6onesHb cepaua v ap.) [21-25]. Takke oTMeyeHa B3anMOCBSA3b

2 llesHuH WUA. OcobenHocmu gu3suyeckozo pazgumus demeli ¢ CUHOPOMOM
HeougpeperHyuposaHHol ducnaasuu coeOuHUMensHol MKAHU, NPOXUBAIOUWUX 8 CEBEPHOM
peauoHe: asmope. uc. ... KaHo. Med. Hayk. CaHkT-MeTepbypr; 2022. 132 c. Pexxum goctyna:
https://www.dissercat.com/content/osobennosti-fizicheskogo-razvitiya-detei-s-sindromom-
nedifferentsirovannoi-displazii-soedini.

3 Buktoposa WUA. Memodonozus kypayuu nayueHmos ¢ ducnnasueli coeduHUMeNbHOU MKaHU
cemeliHbIM 8pa4YOM 8 acnekme NPOPUAGKMUKU paHHel u 8He3anHol cMepmu: OuC. 0-pa Meo. Hayk.
Omck; 2005.432 c. Pexxum poctyna: http://www.dslib.net/kardiologia/metodologija-kuracii-
pacientov-s-displaziej-soedinitelnoj-tkani-semejnym-vrachom-v.html.
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HYT ¢ 5x1M3HeyrpoxatoLwmMmMm HapyLIeHUSIMU CEpAEYHOr0 pUTMa.
Tak, y 13% naupeHtoB ¢ dubpunnaumeit npencepaui (OI)
cpenHunt ypoBeHb HYT okasancs 3HAYMTEeNbHO Bbille, Y4eMm
y naumnenToB 6e3 @I (2934 nr/mn vs 294 nr/mn, p < 0,0001).
Y naumeHnToB 6e3 ocCTpol cepaeyHol HepoctatodHocT (CH),
HO umetowmx @I, cpegHmin yposeHb HYTT 6bin 3HaUMTENBHO
BbILLE, YEM Y MALMEHTOB, He cTpagatoLumx A (932 vs 121 nr/mn,
p =0,02) [26]. Uccneposanune BACH (Biomarkers in ACute Heart
Failure), BkntoyaBwee 1 445 nauneHTOB C OCTPOV OAbILIKOW,
MoKasano, YTo AMArHOCTMYeCKask 3HAYMMOCTb OnpeaeneHus
HYM npun octpo CH cHwxanace npu Hanunumm O [25].
Moporosoe 3HauveHue HYT, pasHoe 100 nr/mn, umeno cneuu-
dunuHoctb 40 1 79% pns omarHoctmkm octpoi CH, cootset-
CTBEHHO, Yy naumneHToB ¢ Ol n 6e3 Hee. Y naumerHTtoB ¢ @Il
noporoBbii ypoBeHb 200 nr/mMa NpuBOAMA K 3aMETHOMY Yayy-
WEeHU0 cneunduyHocTM amarHoctukn CH no cpaBHeHuto
€ 006bl4HbIM noporoBbIM ypoBHeMm 100 nr/mn ¢ Hebonblow
noTepen YyBCTBUTENBHOCTU [23]. Mexay ypoBHeM HYIT 1 @1
OoTMeyeHa 1 06paTHas CBS3b, 8 UMEHHO — Boee BbICOKME KOH-
ueHTpaumm HYT snstoTcs daktopom pucka passutusg O [27].
BO3MOXHO, 3TO NPOMCXOAMT 3a CHET YMeHbLUEeHUS 3DDEKTUBHO-
ro pedpakTepHOro nepvoja B KapAMOMUOUMTAX npencep-
o [28]. Mo panHbiM uccneposaHus E.3. Tonyxoson n O.M. [po-
MOBOM MO u3y4eHuto ypoBHSA HYIT 1 yacTtoTbl apuTMMUYECKMX
COOBbITUIA W XKMU3HEYTPOXAKOLLMX COCTOSHWI, OaHHbIA Mapkep
0651a4an NPOrHOCTUYECKOM 3HAYMMOCTbIO B OTHOLLEHWMM Pa3BU-
TUS XKM3HEYTPOXAKWMX aPUTMUIA  (OTHOCUTENIbHBIA  PUCK
(OP) 2,2;95% M1 1,2-4,3; p < 0,01)* YposeHb HYIM = 158 nr/mn
0Ka3aiCs OOHUM M3 HEe3aBUCMMbIX NPEAUKTOPOB 3/10KayecT-
BEHHbIX apUTMUIA MPKU MHOTOPAKTOPHOM aHanu3e (OTHOLLEHME
waHcoB 18,5; 95% ON 2,9-116,8; p < 0,01). Y10 Kacaetcs
NnporHo3a KapauanbHoi cmeptu, To HYI Takke obnapan
[LOCTOBEPHOI 3HAYUMMOCTbtO Mpu ypoBHe 6Honee 580 nr/mn
(OP1,9;95% N 1,1-3,2; p < 0,01)°. NpuBeaeHHble UcCnenoBa-
HMS OTPAXAIoT LleHHOCTb onpeaeneruns HYT B kayecTBe Hagex-
HOMO CKPUHMHIOBOrO TecTa A8 CTpatMdUKaLMmM puUcka passu-
IS CepAeYHON HeLoCTaTOYHOCTM NPEMMYLLECTBEHHO Y B3pOC-
NbIX, B AETCKOM BO3paCTe [La/bHelLlee M3yYeHMe U YyTOUHEHHE
Koppensaumm BbICOKOro yposHs HYIT ¢ kapauanbHoW natonoru-
e, B T 4. npu HOCT, npencraBnser Kak KAMHUYECKWH, TaK
N UCCNenoBaTeNbCKUMM MHTEPEC.

CepbesHble ycnexu B Pa3BUTUM CEPAEYHO-COCYAUCTOM
BM3yanm3aumm C MOMOLLbIO YIbTPa3Byka B NocieaHUe AeCiTU-
netns cnocobCTBoBanM He TOMbKO (GOPMMPOBAHUIO MHTEpeca
Bpayei K oueHke (yHKUMM MMOKApAad, HO M pacUMpEHUto
npeacraesnennin o ousmonormm cepaua. OaHOM 13 TakUX yAbT-
pa3BykoBbIX  MeToamk  sBnsietcs  Speckle-tracking-
axokapamorpadus (STE), noseonatowas oueHnsats fedopma-
Lm0 MMOKapaa (srtain), — u3MeHeHWe TOMLMHbI CepLeyHON
MbILLLLbI OT KOHEYHOM AMACTONMYECKON A0 KOHEYHOM CUCTONU-
YEeCKOW BenuuMHbl (OTpULATeNbHAs BEMYMHA, U3MepsieMast

* pomoBa OW. HeuHea3susHsle 3nekmpogu3uonozudeckue u Helipo2ymopansHsle Mapkeps!
apummuy4eckux cobbimuil U U3Hey2poXaruux cocmosHull y 60bHbIX uwemMuyeckoli 601e3Hb10
cepouya: ouc. ... kKaHo. med. Hayk. Mocksa; 2014. 172 c. Pexxum poctyna: https://medical-diss.com/
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5 AHapusaHoBa AB. KiuHuyeckue ocobeHHocmu u Helipo2yMopabHble MeXaHu3Mbl pazeumus
MaHu@ecmHoli cepdeyHoll HedoCmamoyHOCMU: UHHOBAULOHHbIE ACNeKMbl OUAZHOCMUKU

u 8mopuyHol npounakmuku: Ouc. ... KaHo. meo. Hayk. Tomck; 2015. 155 c. Pexxum poctyna:
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mekhanizmy-razvitiya-manifestnoi-serdechnoi-nedos/read.
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B NpoLeHTax). Pa3nuyatoT NpoLobHYHO, LMPKYASPHYIO U paau-
anbHYt0 (KpyroByto) aedopMaLmio MMOKapaa Kak TPEXMEPHOIO
obvekta (no A.E. Duncan, 2014). MpononbHas aedpopma-
ums (longitudinal strain) - gedopmaums MMOKapAaa, Hampas-
NeHHas OT OCHOBAHMS [0 BEPXYLUKM Cepaua, Ha CerofHsLHUMA
[leHb 9BnsgeTca Hanbonee MHPOPMATUBHOM NS OLLEHKM PEMO-
[lenvpoBaHus NeBoro xenynouyka [29, 30]. B ocHose STE nexxwut
OTCNEeXMBaHWE TpaeKTopuu aAuxeHus (tracking) B xoge cep-
[EYHOro LMKNA aKyCTMYeCKMX MapkepoB Muokapaa (speckle)
B CepoLUKaNbHOM [OBYXMEPHOM YNbTPAa3BYKOBOM W3006paxe-
HmK [29]. KaxabIi y4acToK TKaHM MMOKapaa KOAMPYETCS UHAM-
BUAYyabHbIM OTTEHKOM Ceporo LBeTa. [pu 3ToM dopMupyeTcs
YHWUKa/bHbIM «KPUCYHOK akyCcTuyeckux ngareHy» (speckle pattern),
XapaKTepHbIA AN KOHKPETHOrO y4yacTka MUMoKapaa, KOTOpblii
MOXET ObITb OTCNEXEH C MOMOLLbIO CneLManu3npoBaHHOIO
nporpaMMHoro obecneyeHnss B TeYEHWE CepaevyHOoro
umkna [30]. B pesynbrate kOMMbloTepHOM 06paboTku TpaekTo-
PUM LBUXKEHWUS aKYCTMUYECKMX MSTEH MOMyYaloT UMPPOBble
3HaYeHus, rpadukM M gmarpammsl Aedopmaumm U CKOPOCTU
nedopmaummn JK (rnobanbHas gedopmaums) M ero cermeH-
TOB (pernoHanbHasa gepopmaums) (puc. 1).

K npeumyuwiecteam STE cnepyeT OTHECTM To, YTO Hanmuue
aKyCTMYEeCKMX MapKepoB M03BoAseT Gonee TOYHO, MO CpaBHe-
HUIO C TKaHeBOW pJonneporpaduen, OUEHWBATb MEXaHWKY
OTAENbHbIX Y4acTKoB MMokapaa [31]. Pesynbratel STE Xxopowo
KOPPENMPYIOT C aHanun3oM fedopMaLym C NOMOLLBH MAarHUTHO-
pe30HaHCHOM Tomorpaduu [32]. B HacTosiwee Bpems B nuTepa-
Type OMMCaHo LUMPOKoe npuMeHeHue STE ong oueHkM pemoge-
nupoBaHug nesoro xenynoyka (JDK). CHuxeHue npoaonbHOM
rnobanbHomn aedopmaumm ¢ nomoupto STE MoxeT BbiTb MCNoNb-
30BaHO [AN19 OTAMuMS  MaTonornyeckon runeprpodum JHK

PucyHrok 1. KonnyectBeHHble 3Ha4eHUs NpoaonbHoi aedop-
Mauuu MUOKapAa, NpeaCcTaBieHHbIe Ha fMarpaMMe CerMeHTOB
NeBOro xenynoyka B Buae muwenn (bulls-eye) y pebeHka
C MMHMMaNbHbIMU NPU3HAKaMKU HeaMdPepeHLMPOBAHHON AnC-
nnasum COeANHUTENBHOM TKaHU (BapMaHT HOPMbI)

Figure 1. Quantitative values of longitudinal myocardial
strain given in the diagram showing left ventricular segments
as targets (bulls-eye) in a child with minimal signs of undif-
ferentiated connective tissue dysplasia (normal variant)
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OT PU3MONOTUYECKMX U3MEHEHMI MUOKAPAA, HaNpuMep, Y 3L0-
POBbIX CMOPTCMeHOB [33, 34]. Takke ecTb BO3MOXHOCTU NpuMe-
HeHus meTogmkm STE mpu cepaeyHoOM HemOCTaTOYHOCTH, Kia-
NaHHOM naTonorum, Npu 3aboneBaHusax Nepukapaa, A1s OLEHKM
KapAMOTOKCMYHOCTM NPU NEYEHUM OHKOMNATONMMMU CPpean B3poC-
nbix. [pefnpuUHUMAIOTCS NONbITKW NpuMeHeHns STE ons oueHku
byHKUMM neBoro npeacepams [35, 36], nepcnekTrBHbIM MOXET
6bITb aHaNU3 AedopMaLyM NeBOro Npeacepamns y nuu, C cepaey-
HOM HeLOCTaTOYHOCTbID C COXpaHeHHOM dpakuueln BblOPOCa,
runeptpodueint JIK y naupeHToB C Gubpunnaumen npencep-
i [36-38]. HeobxoamMMo AONONHUTENBHOE M3YYeHWE BO3MOX-
Hoctn STE ans 6onee WMPOKOro MPaKTUYECKOro NMpUMEHEHWS
B AETCKOM NpaKTUKe [ON8 paHHer AMArHOCTUKM KapAuanbHOM
natonornu, B T.4. npu JCT 1 CBA3AHHbIX C HEW OCNIOXKHEHWIA.

B cBS131 € 3TMM LeNblo Hallero CCenoBaHNs CTano U3yunTb
CTPYKTYpHble 0COBEHHOCTM Cepila U MX B3aMMOCBS3b C Npo-
LLeCCOM peMoAeMpoBaHNsg MUOKapAA Y AeTel C apUTMUYECKUM
cuHapoMoM Ha @oHe HOCT ¢ ncnonb3oBaHWEM COBPEMEHHbIX
MEeTOL0B 1a60PaTOPHON AMArHOCTMKM M BU3YanM3aLMK.

MATEPWUAJIbl U METO bl

Ha 6a3e knuHukun @rbOY BO OMIMY MuHzgpasa Poccmm
B 2022 r. npoBeneHO 0AHOMOMEHTHOE CPaBHWUTENIbHOE MpO-
CNeKTUBHOE KAMHMYECKOEe MCCNeAOoBaHMe C y4acTMeM naum-
eHToB 10-17 net ¢ HACT. MccnenoBaHWe BbINMOMIHEHO B COOT-
BETCTBMM CO CTaHAAPTaMM Hagfiexallen KNMHUYECKON npak-
TMKKM (Good Clinical Practice) n npuHuMnaMm XenbCUHCKOM
neknapaumu. [llpoTokon wuccnenoBaHus 6bin onobpeH
NOKanbHbIM 3TMYecknm komutetom OIBEOY BO OmMIMY
Mun3gpaBa Poccum (Mpotokon N7 ot 6 anpens 2022 r).
[lo BKNKOYEHUS B UCCNEL0BaHME Y BCEX POAUTENEN MU UHbBIX
3aKOHHbIX MpeLCTaBUTENEN HECOBEPLUEHHONETHEro nonyye-
HO MHAOPMMPOBAHHOE COrnacue Ha y4yacTue B MCCNeAOBa-
HuW. Kpumepuu ekoyeHus 8 uccie0os8aHue: Hannyine BHeL-
HWUX U/MNN BHYTPEHHMX npu3HakoB HOCT anbo no coBokyn-
HOCTM MNPWM3HAKOB MNokaszatenb nporHosa Tevenns HOACT
17 v 6onee 6annoB B COOTBETCTBMM C AMATHOCTUYECKUM
anropuMTMOM, paspaboTaHHbIM Ha OCHOBAHMM MOACYETA CyM-
MapHOro nokasaTenst AMAarHoCTMYeCKMX KO3OMOUUMEHTOB
OTAENbHbIX MPU3HAKOB; YKa3aHWe Ha Hann4me apuTMmUYecKo-
ro cMHApoMa B aHamHese; Bo3pact 10-17 net (metckui
BO3pacT). Kpumepuu uckiwo4eHus: Hanmume onddepeHumnpo-
BaHHbIX, HACNeACTBEHHbIX CUHAPOMOB AMUCMNA3UN COEAUHM-
TeNbHOM TKaHKW (cMHapoM MapdaHa, dnepca - [laHno u T. 4.);
fedopMauumn ckeneta B pesynbraTe TpaBMaTUYECKMX
NMOBPEXAEHUN; HaNNUYME OCTPbIX UM 0BOCTPEHNE XPOHUYe-
CKMX COMaTMueckmnx 3aboneBaHuit; Hanuune 3aboneBaHwi,
CMOCODOHbLIX OKa3aTb BAMSHME Ha pe3ynbTatbl WCCNefoBa-
HWs (apTepuanbHas rMNepTeH3ns, CMCToNMYeckas AUCHYHK-
LMW NeBOro Xenyaoyka cepaua, NOpoku cepaua, CeMeiHble
$OpMbl HapyLweHui nunuaHoro obMeHa, caxapHbli auaber,
OXMPEHWE); UCMONb30BaHWE MpPENapaToB, KOTOPble MOryT
MOBAMATL Ha pe3ynbTaT WMCCNeA0BaHWS; HEBbIMOMHEHUE
nawuMeHTOM NPOTOKOa MccnefoBaHus. B xoae nccnenosaHms
NMPOBOAMMACh OLEHKA KAMHUKO-aHaMHECTUYECKMX [LaHHbIX
C yrnybaeHHbIM u3yyeHnem GeHOoTUNMYECKnX 0CobeHHoCTen
M onpefLeneHMeM [AMArHOCTUYECKOro Ko3dduumeHTa

2023;17(17):204-213 |MEDITSINSKIYSOVET | 207



HOCT [39, 40]. B rpynny KOHTpONS BKAKYANMUCh AeTH, CONOC-
TaBMMble NO BO3PaCTy M NOAY, C €AUHUYHBIMU MPU3HAKaMK
HAOCT, nMbo ManbiMM aHOManMAaMKU pa3BUTMSA, HE COOTBET-
CTBYKLWMMM HKU opHoMy M3 deHotmnoB HACT. CornacHo
BblLIENEPEYNCIIEHHBIM KpMUTepuam oTobpaHo 65 geTei, KoTo-
pble 6blAM pacnpeneneHbl B 2 rpynnsl: rpynna 1 (rpynna
uccneposaHus) — 40 geTeit C apuUTMUYECKMM CUHOPOMOM
Ha ¢oHe HACT, rpynna 2 (rpynna koHTpons) — 25 peten (6e3
HapyLleHM pUTMa M NPOBOAMMOCTU CePALA) C EANMHUYHBIMU
npu3Hakamu HOACT nnbo ManbiMM aHOManUaMKM paszBUTHUS,
He COOTBETCTBYHLWMMU HU oaHOMY M3 deHoTunos HAOCT.
Hapsgy € aHanu30M KAMHWKO-aHaMHeCTMYeCKMX AaHHbIX,
BCEM [JeTAM MpPOBOAMIOCH AOMNOMHUTENbHOE NabopaTopHO-
WMHCTPYMeHTanbHoe uccnenosanue: onpenenanca HYI (pede-
PEHCHbIV nokasatenb 125 nr/mn), npoBOAMAACh 31eKTpOKap-
anorpadusa (3KIN m 3-nHeBHOe MoHuTOpUpoBaHue JKI, yTo
MO3BOAWNO MOATBEPAUTL APUTMUUECKUIA CUHAPOM U BeEpUbU-
LuMpoBaTh HapyleHune cepaeyHoro putma (HCP) y naumenTos
OCHOBHOM rpynnsl. KpoMe Toro, BCceM uccieayeMbiM npoBeae-
Ha TpaHcTopakanbHas 3xoKI ¢ OLEeHKOM IMHENHbIX pa3MepoB
cepaua: TOMWMHbI MexokenyfoukoBon neperoponku (MXI),
3agHel cteHku JIK (3CJTXK), KoHEYHOrO AMACTONMYECKOro pas-
Mepa JDK (KOP), koTopble MCNONb30BaNUCh ANS OLEHKM PEMO-
LlenupoBaHua Muokapga /K u ero runeptpoduu cornacHo
pekoMeHAaUMAM, YTBEPXKAEHHbIM B AeTckor npaktuke [10]
C NpuMeHeHneM komnbloTepHor nporpammsl UltraCor M (cau-
[LeTenbCTBO O rocyfapcTBeHHOW pernctpaumm N22023614132
ot 27.02.2023) pns pacyeta OTHOCUTENbHOM TOMLLMHBI CTEHKM
JIK (OTC), maccbl muokapaa JDK (MMJTX) n nHpaekca maccl
muokapaa JDK (MMMX), Takke oueHMBaNUCb MOKasaTenu
xectkoct crteHkm JIXK (E/A) n dpakums cepaeyHoro Bbibpo-
ca (PB). Hapsay c 3Tum, BceM feTaM bbina npoeeneHa STE
C ornpefeneHneM WM3MEHeHWMW MNpPOAOAbHOW AedopMauunu
MUOKapa NEeBOro Xenyaouka (HWXKHSS rpaHuuLa HOpMbl Ans
ckaHepa Philips: -18%). [1ng oueHKM CTaTMCTMYECKON [OCTO-
BEPHOCTM  WCMOMb30BANCh  CTaHOAPTHble  KPUTEPUM
®duwepa (p < 0,05), kputepuii xi? (p < 0,05), TecT YnnkokcoHa —
MaHa - YUTHM Npu 33a4aHHOM ypoBHe 3HauumocTtu p < 0,05,
Ko3dduumeHT Koppenaummn Mupcona (r-MupcoHa) ans mccne-
[OBaHMS B3aMMOCBA3M ABYX nepeMeHHbiX (p < 0,05) ¢ npume-
HeHneM nporpamMmmMHoro obecneyeHns SPSS v.13.0 (IBM, CLLA).

PE3VYJIbTATbl U OBCYXXOAEHUE

B ocHoBsHoM rpynne obcnepoBaHo 24 manbymka (60%)
n 16 pesouek (40%). MenmaHa Bo3pacTta LeTei JaHHOM rpyn-
nol - 14 net. CpepHuit Bo3pact - 13,2 roga. B koHTponbHOM
rpynne obcneposaHo 16 ManbumkoB (66%) M 9 peso-
yek (34%). MeomaHa BoO3pacTa [fgeTer AAHHOM rpynnbl —
14 net. CpepHuii Bo3pacT - 13,4 roga. Takum 06pasom, uccne-
ZlyeMble rpynnbl 6bl7M CONOCTaBMMbI MO NOSY U BO3PACTY.

Mo pe3ynbTaTamM NPOBEAEHHOW OLEHKM MPU3HAKOB AMCNa-
3Un COG,EI,I/IHI/ITeJ'IbHOl‘/] TKaHW B ABYX rpynnax Oblnn NOoNyYeHbI
cTatncTMyeckme pasnuuus. Cpean deHoTUNUYeckmnx npossne-
Hui HOCT y naumeHToB rpynnbl 1, N0 CpaBHEHUIO C rpynno 2,
0TMeyeHa bonee yacTas BCTpeYaeMoCTb LedopMaLmii rpyaHOi
KNETKM MO TWUMy acTEHUYECKOW, KUNEBUAHOW M BOPOHKOOOpPa3-
Hon (87,5% vs 12,0%, p < 0,05), HapyweHus oOcCaHKM
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no ckonmotnyeckomy tuny (77,5% vs 16,0%, p < 0,05), nno-
CKOCTOMMS KaK NPOAObHOIO, TaK M nonepeyHoro (72,5% vs 8,0%
cooTBeTCTBeHHO, p < 0,05), HapyweHus npukyca (50,0% vs 8,0 %
COOTBETCTBEHHO, p < 0,05). O6palano Ha cebs BHMMaHKe npe-
obnagaHune acTeHMYeCKoro TEeNOCIOXEHMS Y AeTeil OCHOBHOW
rpynnbl B 62,5% (n = 25) cnyyaes, B rpynne KOHTPONS acteHnye-
CKoe TenocnoxeHue BbiseneHo auwb B 20,0% (n = 5) ciyva-
eB (p < 0,05). Cpean apyrvx nOKOMOTOPHbIX Npu3Hakos HACT
TONbKO Yy Aetert 1-i rpynnbl Gbiin BbISBAEHDBI: rMNepMobunb-
HOCTb cycTaBoB (27,5%, p < 0,05), sonuxocteHomenus (45,0%,
p < 0,05), apaxHopaktmnms (50,0%, p < 0,05). Mpn n3yyeHnm
aHaMHECTUYECKMX JaHHbIX ObIN0 BbISIBNEHO, YTO B rpynne neTei
¢ npwusHakamn HOCT npeobnaganu HapylweHus pedpakuuu
no TMMYy MUMOMNMK 1 acTurmatmama (42,5% vs 2,5% cootBeTcTBeH-
Ho, p < 0,05). OnarHoctnyeckmin koadpduumnent HACT y Bcex
NaLMEeHTOB OCHOBHOW rpynnbl Npe.biwan 23 6anna, 4to cauae-
TeNbCTBYET B LLENIOM O HeBAronpusTHOM MPOrHO3e B OTHOLLE-
HUWM MHBaNUAM3ALMU U KQ4ecTBa XKM3HW, B Pynne KOHTPOAs
[LMArHOCTMYECKUIA  KO3IDDULMEHT cocTaBun MeHee 17 6an-
nos (p < 0,05), yto noareepxaaet orcytcrene HAOCT B AaHHOM
KOropTe M NO3BO/ISIET UCMONb30BaTh 06CNEN0BaHHbIX AeTel Kak
rpynny CPaBHEHMS Ha CedyoLMX 3Tanax UCCIefOBaHMS.

B xome uccnenoBaHus BbiSBUTL ONpefeneHHblii GeHoTvn
y [eTel C apuUTMMYecKMM CMHAPOMOM Ha ¢oHe HOCT
He yaanocb, HO CTOWUT OTMETUTb, YTO MpeobnagaHune Takux
NOKOMOTOPHbIX Npu3Hakos HACT, kak gedopMaumu rpyaHon
KNeTKM U MO3BOHOYHMKA, MOTYT CNOCOBCTBOBATL Pa3BUTUIO
apUTMUYECKOro CMHAPOMA W ero NporpeccMpoBaHUI0 Y 3TOW
KoropTbl netevi [1].

Ananus HYT y nccnepyembix feTelt NoKasan ero nosbllle-
Hue 6Gonblie pedepeHCHbIX 3HayeHwn 125 nr/mn Bcero
y 7 netent 1-1 rpynnbl (17,5%) vy 2 netei 2-i rpynnsl (8%).
HecMoTps Ha OTCYTCTBME CTAaTUCTMYECKM 3HAUMMBIX Pa3IMUMA,
CTOMT OTMETUTb, YTO CpeaHee 3Ha4YeHne nokasartens HYI 6bino
Bbllle y AeTei ¢ BonbWwMM HakonneHnem npusHakos HACT
(1-9 rpynna) B CpaBHEHWM C TAKOBbIM 3HAYEHMEM Yy [eTeW
2-1 rpynnbl (44,7 nr/ma vs 33,1 nr/mn), 4T0 ABASETCS CTATUCTU-
YECKM 3HA4YMMbIM MO pe3ynbTaTaM TecTa YUNKokcoHa — MaHa -
YutHn (p < 0,05). MonyyeHHble LaHHble BMOMHE OXWAAEMbI
C Y4eToM BO3pacTa MccieayeMbiX NALMEHTOB U MPOrpeaneHT-
HOCTM TeYeHMs CaMOM [MCNNasuuU COELUHUTENbHOW TKaHW,
OTCyTCTBME HO/1Ee 3HaUMMOr0o NOBPEXAEHUS KapAMOMMOLIMTOB
B HaCcTosillee BPEMS He WCKKYAeT ero noseneHus B Honee
no34HeM Bo3pacTe. B CBA3M € 3TMM NOAYYEHHbIE HAMU pe3ynb-
TaTbl MOTYT MMETb NPOrHOCTUYECKOE 3HaYeHue [41].

Mo naHHbIM KT 1 TpexgHeBHOro MoHUTOpUpoBaHus JKT,
NpoBefeHHbIM aeTaM obewx rpynn, ObianM yCTaHOBAEHSI
[OCTOBEPHbIE pa3nnMymg no BapuaHtam aputmuit (p < 0,05).
Ha npencraBneHHorn guarpamme (puc. 2), OTYETMBO BUAHO,
4TO, HapsLy C HOMOTOMHbIMWM HAPYLIEHUSIMU CEePAEYHOro
puTMa (CMHycoBas apuTMus, Bpaaukapaus, Taxukapaus),
y oeTeit C apuTMUYECcKMM cHApoMoM Ha ¢oHe HACT (rpyn-
na 1) onpenensnunch U reTepoTonHble HApYLWEHUS CepAeYHO-
ro puTMa: enygoukoBas akcrpacuctonus (PK3C), Hapkeny-
poukoBas akcrpacucronus (HX3C), napokcusmanbHas Hag-
xenynoukoas akctpacuctonus (MHXT) y ogHOM naumeHTKn
C nocneaylllen ycnewHoM paaMovacToTHOM abnaumen
3KTOMMYECKOro o4ara 3a Bpems HabnwoaeHus. Takke CTOMT



PucyHok 2. XapakTepucTuka apuTMMYecKoro CMHAPOMa y aeten
C HepudhepeHUMPOBaHHOM AUCNNA3MEN COEAUHUTENBHOM TKaHM

Figure 2. Characteristics of arrhythmic syndrome in children
with undifferentiated connective tissue dysplasia
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OTMETUTb HaNM4Me HapyLIEHWS MPOLECCOB penonspusauum
B MMOKap[e 1 MpOoBOAMMOCTU B BUAE aTPUOBEHTPUKYNSPHOM
6nokanbl | CT. y NaLMeHTOB AAHHOM KOropTbl.

B cBow ouvepenb, retepoTonHble apuTMUKM, OCODEHHO
X3C 1 napokcu3ManbHble HapyLIEHWS CepaevyHOro putMa,
aCcoLMMpOBaHbI C BbICOKMM pnckoM BCC u TpebyroT AMHaMu-
yeckoro koHTpons [1]. Y 6onbluHCTBA AOeTen rpyn-
nbl 2 C MUHUMaNbHbIM KonmnyectBom npusHakos HOCT Hapy-
LeHnsa CcepAeyHoro putMa oTcytcTeoBanu, y 40% onpepens-
Nacb CUHYCOBasi apuUTMMS, KOTOpas PpacLeHWBAeTCs Kak
BAapWaHT HOPMbI B NeanaTpuyeckom npaktuke (puc. 3).

Mo pe3ynbrataM TpaHcTopakanbHoM IXoKI cTaTucTnyeckux
pasnnM4Mi B rpynnax no AnHenHbIM nokasatensm MXI1, 3CJDK,
KOP BbisiBneHO He OblN0O, 0AHAKO pPaCYeTHbIA MoKasaTenb
MUMMJDK 6bin cHwkeH y aeTei 1-M rpynnbl B CPaBHEHMU
€o 2-1 (25,2 7,02 vs 34,3 £ 9,7 r/mM*"), Hapsay C 3TUM, OTHOCK-
TenbHas TonwmHa creHkn JDK Takoke Bbina HuKe HOpMbl Y 75%
neteit 1-i rpynnbl, B TO BPeMS Kak y AeTei 2-# rpynnbl 3T0T
nokasaTteflb CHMXKaNCa nuwb B 32,5% cnyvasx, a y 1 pebeh-
Ka (4%) OH npeBblWwan Bo3pacTHble 3HaveHus (p < 0,05). Takum
06pa3oM, HeCMOTPS Ha He O4YeHb BbICOKYH MHPOPMATUBHOCTb
JIMHEVHbIX NapaMeTPOB TpaHCTopakanbHon IxoKI B onpenene-
HWUWM PEMOAENMPOBAHNS MUOKAPAA, NCMOMb30BAHME PaCHeTHbIX
$hopMyn AN OLEHKM FreOMETPUM NEBOTO XeNyaouKa B AETCKOW
NOMynsLMKU NO3BONSET BbISIBUTb HAYa/IbHbIM 3Tan runeptpodum
wnm gunataumm JIK, 4o, B CBOKO 04epenb, ABASETCS MPOrHOCTU-
4EeCKM 3HaUMMBbIM. BU3yanusaums cTpyKTypHO-(QYyHKLMOHANbHBIX
M3MEHEHWUI KNAMaHOB Y UCCIefyeMbIX [eTei Nokasana Hanm-
Yyme HavanbHOM CTeNEHW peryprutaLmm Ha aTpUOBEHTPUKYASP-
HbIX KnanaHax kak B 1-i, Tak 1 Bo 2-i1 rpynnax (65% vs 56%),
YTO He SIBNSETCS B LENOM 3Ha4YMMOWM NaTonorMen Ansg naumen-
TOB [OETCKOro BO3pacta M He Bcerga accoummpyerca ¢ ACT.
B 10 xe Bpemsi Hamu BbisiBneHo Hanuume NMMK 1-2-ii ety 26%
nauunerToB rpynnsl 1,y aeten rpynnsl 2 MMK He onpepensn-
¢ (p < 0,05). TonyyeHHble AaHHbIE MOATBEPXKAAOT aCCOLMALIMIO
MNMK ¢ OCT MHOrMMK MCCnenoBaTensaMu M OOMKHbI BpaTbcs
BO BHMMaHwme npu crpatubukaumm pmcka BCC[1].

BknioyeHne B [OMArHOCTMYECKMM anroputMm y peTen
C apuMTMUYecknm cuHapomom Ha ¢oxe HOCT 6onee cospe-
MEeHHOro MeTofa BM3yanusauuu CTpYKTypbl cepaua — STE

PucyHok 3. XapakTepuCcTuKa cepaeyHoro putMa y aeten
C MMHMManbHbIMK NposBNeHNIMU HepnuddepeHUMPOBaHHOM
LMCNNAa3nu COeAUHUTENBHOM TKaHU

Figure 3. Characteristics of heart rhythm in children with
minimal signs of undifferentiated connective tissue dysplasia

Tpynna 2 (n = 25) M CuHycoBas aputMus
HapyweHus

CEPAEYHOT0 PUTMa HeT

60%

MO3BOMMNIO MONYYNUTb KpalHe MHTEPECHble U COBEPLUEHHO
HOBble A4 NeauMaTpuyeckor NpPakTUKM pesynbtatbl. Ham
yhaanocb 3adukcmpoBatb y 60% naumeHtoB 1-i rpynnebl
(n = 24) HanpsxeHWe CTeHKM MMOKapha B OTAENbHbIX Cer-
MeHTax (puc. 4), YTO Ha CErofHAWHUN AeHb AeMOHCTPUpPYeT
HaLeXHOCTb AAHHOrO0 MeToAa AN PaHHEro BbISBAEHMS
CTPYKTYPHbIX aHOManui Muokapzaa [42].

Tak, B rpynne 1 6b110 BbISIBAEHO CTaTUCTUHECKM 3HaUMMOe
CHMXEHWe MoKasaTens NpoaonbHOM AedopMaumnm MMokapaa
no nepefHeMy 6a3anbHOMY CErMEHTY (AMaNa3oH 3HAYEHUIA
oT -9% no -4,5%, Me -23,5% [-20%; -27,5%]) B cpaBHeHUn
C rpynnon 2, roe AManasoH 3HavyeHui Bapbmposan ot -17,5%

PucyHok 4. KonnuyectBeHHble 3HaveHus gedopmalmm Muo-
KapAa, NpeAcTaB/eHHble Ha iMarpaMMe CErMeHTOB JIEBOTO
Xenyaouka B BUAE MULLEHU y pebeHKa C apUTMUYECKUM CUH-
LPOMOM Ha poHe HeandPepeHLMPOBaHHOM AMCinasum coeam-
HWUTENbHOW TKaHU

Figure 4. Quantitative values of myocardial strain given
in the diagram showing left ventricular segments as a target
in a child with arrhythmic syndrome with underlying undiffer-
entiated connective tissue dysplasia
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Pucyrok 5. CpaBHUTeNbHas oueHKa NpofonbHoi fedopma-
LMK MMOKapAa NeBOro XenyAouka no nepegHeMy 6asanbHoMy
CerMeHTy y AeTei AByx rpynn

Figure 5. Comparative assessment of the left ventricular
longitudinal myocardial strain in the anterior basal segment
in children of two groups

ba3anbHblit nepestui, p-value: 0,0206401218896212
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[0 -38,5%,Me -26% [-22,5%; -32%] (p = 0,02) (puc. 5). Kpome
TOro, y naumeHToB rpynnbl 1 Takxke OblIo BbISIBNEHO 3HAYM-
MO€e CHWXeHMWe rnobanbHOM NpoLonbHON AedhopMaummn MUO-
Kapaa (ouana3oH 3HaveHwi ot -19,5% po -26,5%,
Me -24% [-22,7%; -24,8%]) B CpaBHeHWW C rpynnow 2, roe
[Mana3oH 3HauveHui BapbupoBan oT -21,3% po -26,3%,
Me -24,9% [-23,8%; -55,8%] (p = 0,007), oTaenbHbIMM TOUKa-
MW Ha rpaduke NokasaHbl «BbIOPOChI» 3HAYEHUI NOKa3aTens
33 Npegenamm MexKBapTUABHOIO pasMaxa (puc. 6).

BbisiBNeHHble U3MEHEHMS B MUOKApAe Y OeTei C Bblpa-
xeHHor [1ICT MOXHO 06bACHUTL BEPOSTHOM AMCNIACTUKOO6-
yCNOBNEHHON AedopMaLmen IKCTPALLENIONSIPHOrO MaTpUK-
Ca 3a CYeT pa3pacTaHus COEAUHUTENIbBHOM TKaHM, YTO, MO CYTH,
M OTPaXaeTcs B NOsSBNAEHUM o4aroB Gpnbpo3a, KoTopble MoryT
(hOpMMPOBATb 31EKTPUYECKYIO HECTADUNBHOCTb U apUTMUYEe-
CKYI0 aKTMBHOCTb TKaHW, NPUBOAS B AaNbHEMLWEM K Cepbes-
HbIM HapyleHuaM cepoeyHoro pwutma [42, 43]. JaHHas
rmnoTesa NpeacTaBnseT OnpeneNneHHbli Hay4HbIA MHTepec
1 TpebyeT fanbHeMWero n3yyeHus.

BblBOAbl

[poBeneHHOE HaMK UCCNIEQ0BAHME MOKa3ano pazHoobpa-
3Me (QeHOTUMMYECKUX W BMUCLEepanbHbix Mapkepos HACT
y LeTei C apuUTMUYECKMM CMHLPOMOM, 3HA4YMMO Yalle BCTpe-
YaNUCb CKeneTHble HapyLLEHMS (aCTeHUYeCKOoe TEeNOCNOXEHNE,
fedopMaumm rpyaHOM KNETKM M MO3BOHOYHWMKA, pasHble
(hOopMbl MNNOCKOCTONMUS, TMNEPMODBUbHBIA CUHAPOM), KOCMETU-
YeCkMii CMHAPOM (HapylleHue MpuKyca), a TakKe NaTonorus
3peHus C npeobnagaHMemM MUOMNMU KM aCTUrMaTU3Ma, Nponanc
MUTPanbHOro K/ianaHa, 4To OTPaxanocb B Oonee BbICOKOM
auarHoctnyeckom  koapduumente HACT no cpaBHeHUO
C KOHTPONbHOW rpynnow. MonyyeHHble AaHHble TpebyoT Aanb-
HeMWwero MaTeMaTMYecKoro aHanM3a WM YCTaHOBNEHWUS BO3-
MOXHOW B3aMMOCBS3U BHelWHUx nposenenuni HOCT ¢ Hapy-
LEeHMSIMU pUTMA 1 NMPOBOAMMOCTU CepaLa.
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PucyHok 6. CpaBHWTENbHAs OLLeHKa robanbHOM NpoaoNbHOM
fedopMaLmu MUOKapAa NIEBOTO XeNyaouka y AeTeid ABYX rpynn

Figure 6. Comparative assessment of the left ventricular
global myocardial longitudinal strain in children of two groups

MpoponbHas robanbHas Aedopmauus JIXK,
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ApUTMHYECKNIA CMAPOM Yy OeTel C obunmem Mapkepos
HOCT BkAtoYan He TONbKO HOMOTOMHbIE HAPYLLIEHMS Cepaey-
HOr0 pUTMa, HO M reTepoTonHble (3KkcTpacuctonmu, HXT),
a TaKXe HapyleHus nposoaumMocTu B Buae ABB, uto gBng-
eTCs NPOrHoCTUYeckn bonee 3HaAUYMMBbIM AN KayeCcTBa XKn3-
HM NaLMEHTOB.

HecMoTps Ha OTCYTCTBME AOCTOBEPHbIX MPU3HAKOB M3Me-
HEHWS reoMeTpuM Kamep cepaua no SMHENHbIM U pacyeT-
HbIM MoKa3aTensam TpaHcTopakanbHoM 3xoKI B rpynnax
uccnenyemblx, y aeten ¢ BblpaxkeHHon HOCT onpepenancs
[NMMK pa3HoW CcTeneHu BbIPAKEHHOCTU U YTOHYEHME CTEHOK
MMWOKapaa B COMeTaHUK C boniee YacTbiM NoBbieHneM HYTI
B 37O rpynne. Mccneposanme STE mokasano focTtoBepHoe
CHWXeHMe NpoLoNbHOM aedopMaumMn Mrokapaa ¢ npeobna-
[aHWEM HanpskeHus Muokapha B nepeaHem 6a3anbHOM
CerMeHTe y [eTeil C apUTMUYECKMM CMHLPOMOM Ha doHe
BblpaxkeHHon HOCT.

Takmum 06pasom, BHeApeHMe HOBbIX METOAO0B HEMHBA3MB-
HOM AMArHOCTUKM HApYLLUEHWIA pUTMA M NPOBOAMMOCTM CepA-
ua, pemofenvpoBaHue ero kamep y aeteit npu HACT (ccne-
foBaHue ypoBHsa HYT, MHOrocyTouHOoe MOHWMTOPMPOBaHUE
JKT, speckle tracking-axokapaunorpadus) CTaHOBSATCA aKTy-
anbHbIMKU Ha CErOAHSLWHNUIA AeHb. BoisBneHHoe B xoae uccne-
[lOBaHWS NOKaNbHOE CHMXKeHWe npoaosibHoN fedopMaumm
MWOKapAa NeBOro Xenyaoyka, BO3MOXHO, OTpaXaeT 3neK-
TpOaHaTOMMYeCcKoe peMofenvMpoBaHue cepaua Ha QoHe
HOCT, npuBoaswee K pa3BUTUIO HAapYLUEHU pUTMa U MNpo-
BOLMMOCTM CepALa, B T. Y. XM3HEYrpoXalowWwmx. YUnTbiBas
pUCK BHe3anHoi cepaeyHor cMeptu npu HOCT, Heobxoamma
CBOEBPEMEHHAs [AMAarHoCTMKa apuUTMMYecKoro CUHAPOMaA
C NPWMEHEHWEM MpPUBELEHHbIX COBPEMEHHbLIX METOAOB
NabopaTopHO-UHCTPYMEHTANBHOMO MCCNEeNOBaHNUSA C LeNbio
OMTMMM3aLMM NPOrHO3a NaLMEHTOB.
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