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Pesiome

BeepeHue. lNpu HeonddepeHUMPOBaHHON AnCnNasum coegnuutensHon TkaHm (HOCT) Hanbonee 3HauMMbIM B NaaHe MporHosa
[NS KU3HW IBNSIETCS apUTMUYECKUI CMHAPOM. [T03TOMY BaXKHbIM OCTAeTCSl BHEAPEHME B MPaKTUKY COBPEMEHHbIX METOAOB AMa-
FHOCTWUKM AN NpefoTBpalleHns daTanbHbiX COBbITUI B AETCKOM M MOIOAOM BO3pacTe.

Lenb. N3yynTtb 0cobeHHOCTH apuTMmyeckoro cuHapoma y geteit ¢ HOCT Bo B3aMMoCBA3M € ypoBHEM N-KOHLEBOro MpoOMO3roBo-
ro Hatpuypetnyeckoro nentnaa (NT-proBNP) 1 cTpyKTypHbIMM M3MEHEHMSAMU CcepaLa.

Matepuansl u MeToabl. B ccnenoBaHue BknodeHsl 45 neteit 10-17 net c aputMmnyeckum cuHapomom Ha done HOCT v 20 peteit
C HOPManbHbIM PUTMOM CepAaLa U eanHUYHbIMK nposasneHnamu HOCT (rpynna koHTpons). [poBeaeHo M3yyeHne GeHoTunuye-
ckux MapkepoB HCAT, ypoBHsi NT-proBNP, pe3ynstaTtoB MOHWTOPMPOBaHMS anekTpokapamorpammbl (IKIN) m maHHbIx speckle-
tracking-axokapgunorpadum.

Pesynbtathl M 06cyxaeHue. Y fetelt ¢ apuTMMYeCcKnM cuHapoMom Ha ¢oHe HAOCT yawe BCTpevyanncb 4ONUXOCTEHOMENUS, apax-
HOLAKTUAKS, KunesuaHas gedopmaumns rpyaHon knetkm =111 cT.,, ckonnos nozsoHouHuKa |l -1l T, rmnepMobunbHOCTL CyCTaBoB,
ronybble cknepsbl. B cTpykType aputmunyeckoro cunapoma y feteit ¢ HACT npeobnafanu reTepoTonHble HapyLlweHus cepaeyHoro
pWUTMa (KenyLo4YKoBas M HaIKeNy[o4KoBas 3KCTPACUCTONMS, NapOKCU3ManbHas HamKenyaoukoBas Taxukapaus). [pu nposene-
Hum speckle-tracking-axokapamorpaduu BbIIBNEHO paHHee PeMOAEeNMPOBaHME MUOKapAa Y feTei ¢ aputMueit Ha doHe HOCT
B BMOE CHMXEHMS NPOoAoNbHOW Aedopmaumm no nepenHemy 6a3anbHOMY CerMeHTy u rnobanbHOM NpoLonbHOM aedopmauum
MMOKapaa NeBOro XenyAaoyka. YCTaHOBMEHa B3aMMOCBA3b MeXAy CHWXKEHWEM NI0KanbHOro NPOAObHOMO CTperHa B nepeaHeM
6a3anbHOM CerMeHTe u KuneeBuaHon aedopmaumeit rpynHoi knetku Il-111 cT., nponancoM MWUTPanbHOroO KnamnaHa, MPOAObHbIM
M10CKOCTOMMWEM, aCTEHUYECKOW (GOPMOW rpyAHON KNeTku, BOPOHKOOOpasHoi aedopmaumeit rpyaHoit knetku [I-111 cT. BoisineHa
accoumaums ypoBHs NT-proBNP ¢ pmarHoctuueckum noporom HACT. Mpu npoBefeHUM KOPPEensuMOHHOrO aHanus3a y aeTei
c aputMuert Ha doHe HAOCT BbigBNeHa NpsaMas CcpefHen CTeNeHM 3aBUCUMOCTM CTAaTUCTUYECKM 3HAYMMAs B3aMMOCBS3b YPOBHS
NT-proBNP ¢ yacTtoTol cepeyHbix COKpaLLeHW, HANMYMEM NPOAanca MUTPANbHOrO KnanaHa, HapylleHWeM CepAeYHOro puTMa
no TUMY XeNyA04YKOBOW 3KCTPACUCTONUN.

BbiBoapl. Pe3ynbtathl McCnenoBaHus B 6yaylem 6yayT BHeApeHbl B pa3paboTky MHAMBKUAYANbHbBIX NPOrPaMM BeleHMS NAaLMEHTOB
C AMCNNA3nIMU COEAUHUTENBHOM TKAHU.

KnioueBble cnoBa: AeTu, HeaudpdepeHUMpoBaHHAsa AUCMNA3USA COEAUHUTENBHOM TKAHU, HApYLWeHUs CepaedYHoro puTMa, AnMarHo-
ctuka, NT-proBNP
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Abstract

Introduction. In case of nonspecific connective tissue disorder (NCTD), the most significant in terms of prognosis for life is
arrhythmic syndrome. Therefore, it remains important to introduce modern diagnostic methods into practice to prevent fatal
events in childhood and young people.

Aim. To study the features of arrhythmic syndrome in children with NCTD in relation to the level of N-terminal pro-brain
natriuretic peptide (NT-proBNP) and structural changes in the heart.

Materials and methods. A total of 45 children aged 10-17 years with arrhythmic syndrome due to NCTD and 20 children with
normal heart rhythm and isolated presentations of NCTD (control group) were enrolled in the study. NSDT phenotypic markers,
NT-proBNP levels, electrocardiogram (ECG) monitoring findings and speckle-tracking echocardiography data were studied.
Results and discussion. Children with arrhythmic syndrome and NCTD had more frequently dolichostenomelia, arachnodacty-
ly, keeled chest deformity of I1-1lI-degree, spinal scoliosis of II-1lI-degree, joint hypermobility, blue sclera. The structure of the
arrhythmic syndrome in children with NCTD is - ventricular and supraventricular extrasystoles, paroxysmal supraventricular
tachycardia. Speckle-tracking echocardiography showed a left ventricular strain in anterior basal segment and global longitu-
dinal strain. There was association between a local longitudinal strain in the anterior basal segment and keeled chest defor-
mity of II-1ll-degree, mitral valve prolapse, longitudinal flatfoot, asthenic shape of the chest, pectus excavatum deformity
of 11-11l degree. There was association between the NT-proBNP level and the diagnostic threshold for NCTD. Patients with
arrhythmic syndrome and NCTD had a direct, medium-degree significant correlation between the NT-proBNP level and heart
rate, mitral valve prolapse and cardiac arrhythmia such as ventricular extrasystoles.

Conclusion. The results of the study will be implemented in the future in the individual programs for the management
of patients with NCTD.

Keywords: children, nonspecific connective tissue disorder, heart rhythm disturbances, diagnosis, NT-proBNP
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B MOAPOCTKOBOM BO3pacTe OTAenbHble npu3Hakm HOCT

BBEAEHUE
MOryT onpepenstscs ¢ vactoton ot 14 pgo 85% [5, 10].

Mon HeomddepeHUMPOBAHHOW AMCNNA3NEN COEOMHM-
TenbHoM TKaHu (HACT) B HacTosiwee BpeMs NPUHATO MOHM-
MaTb HapyLUeHWe Pa3BUTUS COEAUHWUTENBHOMN TKaHW B IMOpH-
OHaNbHOM M MOCTHATaNbHOM Nepuoaax, NpuBoAsLLee K pac-
CTPOWMCTBY rOMeoCTas3a B BMAE Pa3NnYHbIX MOPDODYHKLMO-
HaNbHbIX HAPYLUEHWI BUCLLEPaNbHbIX M TOKOMOTOPHbIX Opra-
HOB C MPOrpefiMeHTHbIM TeyeHneMm, onpeaenstolee ocobeH-
HOCTW accouMmnpoBaHHoi natonoruun [1-7]. Npobnema pac-
npoctpaHenHoctn HOCT cpenm HaceneHus BeCbMa akTyasb-
Ha, He 4BNSeTCS WCK/IOYEHMEM M 4acTas BCTPEYaeMOCTb
[MCMNacTMKoobyCnoBNeEHHON naTtonorum y aetei [8, 9]. Tak,

MMeHHO NOAPOCTKOBLIM BO3PACT ABASETCS KPUTUHECKUM
nepnogoM GOPMUPOBAHMSA AMUCNNACTUHECKMX WU3MEHEHWN,
4TO CBSI3aHO C MaKCMMasbHbIM HANPSXKEHMEM BCEX CUCTEM
OpraHu3ma u ysenmyeHnem obLein MacCbl COeaUHUTENbHOWM
TKaHM Ha doHe ycuneHHoro pocta [5, 11-14]. B csoto ove-
penb, Takas WUpoKas NpencTaBNeHHOCTb B OpraHM3Me coe-
OVHUTENbHOM TKaHW, COCTaBAAOLLEA CTPOMY BCEX OpraHoB
W TKaHeW, MPUBOANT K CMCTEMHOCTU MOPAXEHUS, B T. Y. CNO-
cobctBys dOpMUMPOBaHWMIO MNaToNOrMM cepaua M Cocy-
noB [1-7,15, 16]. YHMKanbHOCTb CTPYKTYPbl U DYyHKLUMKM Coe-
OVHWTENBHOM TKaHM CO303t0T YCNOBUS AN BO3HMKHOBEHMUS
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60/1bLWOro Yncna ee aHoManuin. K BaxHenLwMM BUCLLepanb-
HbiM MapkepaMm HIOCT OTHOCST MHOXECTBEHHble 3KTOMuye-
CKMEe XOp[bl XeNnyaouykoB, aHEBPWM3MY aopTbl M CUHYCOB
BanbcanbBbl, OBYCTBOPYATbIA AOpTanbHbIA KnanaH W psa
LPYrMX U3MEHEHWI, KOTOPble MOTYT ObiTb Kak OAMHOYHbIMY,
Tak M MHOXeCTBEHHbIMK [6, 7]. Pag nccneposatenen otMeya-
0T 3HAYMTENbHYIO CBSA3b MEPBMYHOMO MPOAANca MUTPaNnbHo-
ro knanaxa (MMK) ¢ HACT [17]. CrpykTypHble 0cOBeHHOCTH
ceppua y peten ¢ HAOCT, medopmauun rpyoHom KneTku
M NO3BOHOYHMKA MOTYT CNOCOOCTBOBATL Pa3BUTUIO apUTMK-
YeCcKOro CMHAPOMA: XapaKTEPHO CMELLEHWE 3NeKTPUYECKOM
0CW CepALa BNpaBo, yKopoyeHune nHTepsana PQ, cynpaBex-
TPUKYNSIPHbIE M XKENYA04YKOBblE 3KCTPACUCTONMUM, XKENyaou-
KOBas Taxukapaus, CMHOPOM yanuHeHHoro QT [18, 19].
ApUTMUYECKMIA CMHOPOM, B CBOK O4epefb, MOXET onpepne-
natb TaHatoreHes y amu, ¢ HACT [12, 19, 20]. Takoe npucTtans-
HOe BHMMaHWEe Y4eHbIX-UcCnenoBaTeneit K apuTMMYECcKoMy
cunapomy npu HOCT y feTteit cBA3aHO He TONbKO C ero 4acTou
[IMArHOCTUKOM, HO C BbICOKMM PWUCKOM Pa3BMUTUS CEPbE3HbIX
OC/IOKHEHUI W HaCTynneHus BHe3anmHon cmepTu. B nocnen-
HWe roapl 3HAYMTENbHO BO3POCIM CJTy4an BHE3AMHOW CepaeY-
Hoi cMepTu (BCC) cpeau netei, NOAPOCTKOB M MOMOLbIX WL,
BCC coctaBnseTr okono 5% oOT Bcex cCnyyaeB cCMeptH
fetei (yactora ot 1,5 no 8,0 Ha 100 000 B rom) [12, 21].
B cBs3u c 3TuM Bce Bonee akTyanbHbIM CTAHOBMTCS MOMCK
BO3MOXHOCTEW paHHen auarHoctukn HOCT m accoummpo-
BaHHOM C HEW MaTonorMmM CepaeyHO-COCYAMCTOM CUCTEMDI
y ML, MONOA0ro BO3pacTa. Tak, B pafe nccnenoBaHuii 6oina
nokasaHa posb N-KOHLEBOro MpoOMO3roBOro HaTpuUiypeTu-
yeckoro nentuga (Nt-proBPN) kak ueHHoro 6Guomapkepa,
LUMPOKO MCMONb3YeMOro B KAMHWUKE AN AMAFHOCTMKM MaTo-
JIOTUKN CEPAEYHO-COCYANCTON CUCTEMBI (CEpPAEYHAS M noYey-
Hasi He#OCTAaTOMHOCTb, KAPAMOTOKCMYHOCTb XMMMOTEpANEeB-
TMYEeCKMX CpeacTB, Mlemuyeckas 6onesHb cepaua
n ap.) [22-26]. Takke oTMeyeHa B3amMocBA3b Nt-proBPN
C XKM3HEYrpoXatoWmMM HapylweHUsMU CepaevyHoro putMa.
Tak, y 13% nauneHTtoB ¢ pubpunnauvei npeacepamin (OI1)
cpeaHuin ypoBeHb Nt-proBPN okasancsd 3HauMTenbHO Bbille,
yeMm y naumeHToB 6e3 @I (2934 nr/mn vs 294 nr/mn,
p < 0,0001). Y nauneHToB 6€3 OCTPOM CepaevHOW HeaoCTa-
ToyHoctn (CH), Ho wmetowmx @1, cpeaHuit ypoBeHb
Nt-proBPN 6bi1 3HauMTenbHO BbiWe, YeM Y MALMEHTOB,
He cTpagatowmx OM (932 vs 121 nr/mn, p = 0,02). TakuMm
o0bpazom, ypoBeHb Nt-proBPN oTpaxaeT nmporHoctuyeckyto
3HAaYMMOCTb B OTHOWEHWWM PA3BUTUS KU3HEYrPOXKAKOLLMX
aputMuii [27]. BHeapeHue B KapAMONOTMYECKY NPakKTUKy
TakMX COBPEMEHHbIX METOAOB BM3YyaNn3aLUmm, KaK MarHUTHO-
pe3oHaHcHas Tomorpadus (MPT) v yneTpa3BykoBas MeToau-
Ka speckle-tracking-axokapaunorpadumsa (STE), nossonser
pacLUMPUTL BO3MOXHOCTM AMArHOCTUKKM KapaManbHOW naTo-
NnoruK, pemMoaenvMpoBaHus muokapga [28, 29]. lMNpu 31oM
pe3yneTrathl STE XOpowo KoppenupyroT C aHanun3om aedop-
MaumMmM C MOMOLLbKD MarHUMTHO-PE30HAHCHOW ToMorpa-
¢dwun [30]. B HacToswee BpemMs 0OnNmMCaHbl BO3MOXHOCTM MpU-
MeHeHuns meToamku STE npu cepoevyHon HegoCTaTOYHOCTY,
KnanaHHoM naTtonoruMu, npu 3aboneBaHUax nepukapaa,
NpeAnpUHUMAIOTCA MOMbITKM NpuMeHeHns STE ans oueHKM
dyHKkumMm nesoro npepcepama [31-34]. Takum o06pazom,
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npenctaBnser 60MbWOM HAy4YHbIA MHTEPEC BO3MOXHOCTb
npumeHenuns STE B AeTCKOW NpaKTUKe BN paHHe! AMarHo-
CTUMKM KapauanbHoi natonoruu, B T. 4. npu HACT m cBg3aH-
HbIX C HEW OCNTOXXHEHUN.

Uenb nccnenoBaHus — n3yuntb 0COBEHHOCTM apUTMUYe-
CKOro CMHApOMA Yy OeTent ¢ Heandd@epeHUMPOBAHHOM AMC-
nnasmen COefMHUTENbHOM TKaHW U YCTAHOBUTb €ro BO3MOX-
HYI0 B3aMMOCBSA3b C PEHOTUMMYECKMMMU U BUCLLEPASbHBIMU
mapkepamun HOCT, a Takke ¢ ypoBHeM N-KOHLEBOro mpo-
MO3r0BOr0 HaTPUWYPETUHECKOro NenTuaa U CTPYKTYPHbIMU
WU3MEHEHMSIMU CepaLa.

MATEPWAJIbI U METObI

Ha 6aze kanHukun Orb0Y BO OMIMY Munzgpasa Poccum
B 2022 r. npoBefeHO OOHOMOMEHTHOE CPaBHUTENIbHOE MpO-
CMEeKTMBHOE KIMHMYECKOe UCCNefoBaHWe C y4acTmeM nauu-
eHToB 10-17 net c HACT. MicchepoBaHuWe BbINMONIHEHO B COOT-
BETCTBUM CO CTaHAAPTaMM HaaNexallein KIMHUYEeCKoW npak-
Tkmn (Good Clinical Practice) v npuHuMnamMm XenbCMHCKOM
feknapaumun. [lpoTokon uccnegoBaHus 6bin ogobpeH
NOKanbHbIM 3TMYeCKMM KomuTeToM ®OIBEOY BO OmMIMY
MuH3gpaBa Poccum (mpotokon N27 ot 6 anpens 2022 r).
[lo BKNKOYEHWS B UCCNef0BaHME Y BCEX POAUTENEHR AN UHBIX
3aKOHHbIX MpeacTaBuTeNer HecoBepLIeHHONETHEro nonyye-
HO MHGOPMMPOBAHHOE COrnacue Ha y4yacTue B MUCCNeOOBa-
HuW. Kpumepuu ekitoyeHus 8 uccie0os8aHue: Hanmyine BHeL-
HWUX 1/Mnn BHYTpeHHMX npusHakos HOCT anbo no cosokyn-
HOCTM NPM3HaAKOB NoOKasaTteNb NporHosa Tevernms HOCT 17
n 6onee 6annoB B COOTBETCTBUM C AMATHOCTMYECKMM anro-
PUTMOM, pa3paboTaHHbIM Ha OCHOBaHUM MOACYETA CyMMap-
HOro NoKasaTens AUarHoCTUYeCKMX Ko3hOUUMEHTOB OTAENb-
HbIX MPW3HAKOB; YKa3aHMe Ha HaauyMe apUTMMYECKOro
CMHOpOMA B aHaMHese; Bo3pacTt 10-17 net (meTckuit BO3-
pacT). Kpumepuu uckaodeHus: Hanmune puddepeHLMpoBaH-
HbIX, HACNEACTBEHHbIX CUHAPOMOB AMUCMNA3UN COEANHUTEND-
HOM TKaHu (cuHOpoM MapdaHa, dnepca — [JaHnoca v T. 4.);
pedbopmaumm ckeneta B pe3ynbTaTe TpaBMaTUMYeCKMX
MOBPEXAEHWI; HAaNUUYME OCTPbIX UM 0DBOCTPEHUE XPOHUYE-
CKMX COMaTu4yeckmx 3aboneBaHui; Hanuume 3aboneBaHuin,
CMOCODOHbIX OKa3aTb BAMSIHME Ha pe3ynbTaThl WCCNefoBa-
HWUS (apTepuanbHas rMNepTeH3uns, cucTonmyeckas AnchyHK-
LMK NEBOro XenyLouka cepaua, NoOpokM cepaua, CeMelHble
$hOopMbl HapyweHuit MnuaHoro obMeHa, caxapHbli auaber,
OXWMpEHMWE); MCMNONb30BaHME MpenapaToB, KOTOpble MOryT
NOBAWUATb Ha pe3ynbTaT WCCNeAO0BaHWS; HEBbIMONHEHUE
nawuveHTOM NPOTOKO/1a MccnefoBaHus. B xone nccnenosaHms
NPOBOAMNACh OLEHKA KIMHUKO-aHaMHECTUYECKMX [aHHbIX
C yrnybneHHbIM M3yyeHneM GeHoTUNMYecKnx ocobeHHoCTe
M onpefeneHWeM AMArHOCTMYECKoro KosdduumeHTa
HOCT [13, 35]. B rpynny KOHTpONs BKAKYAANCh AETH, COMO-
CTaBMMble MO BO3PacTy U Nony, C eAMHUYHBIMK NMPU3HaKaMu
HOCT nubo ManbiMM aHOManUsSMU pas3BUTUS, HE COOTBET-
CTBYHOWMMM HM opHomy u3 ¢deHotunos HACT. CornacHo
BblLUenepeyncnerHHbIM KputepmsaMm Bbino otobpaHo 65 aetei,
KoTopble 6binn pacnpeneneHsl B 2 rpynnbl: rpynna 1 (rpynna
uccneposaHus) — 40 getelt ¢ apuUTMUYECKMM CUHOPOMOM
Ha ¢doHe HOCT, rpynna 2 (rpynna koHTpons) — 25 petei (6e3



HapyLIeHW pUTMA U NPOBOAMMOCTM CEPALA) C eANHUYHbBIMU
npusHakamu HOCT nubo ManbiMu aHOManWUSMM pa3BUTUS,
He COOTBETCTBYHLWMMU HU ogHOMY M3 peHoTunos HACT.
Hapsay ¢ aHann3oM KNIMHUKO-aHaMHECTUYEeCKMX IaHHbIX,
BCEM [OETSM MPOBOLMNOCH LOMOMHUTENbHOE NabopaTopHO-
MHCTPYMEHTabHOE nccneaoBaHume: onpeaensanca HYM (pede-
peHCHbIM nokaszatenb — 125 nr/mn), npoBoamMnack anekTpo-
kapamorpadus (KN u 3-nHeBHOe MoHMTOpMpoBaHue DK
C aHanM30M BapuabenbHOCTM CEPAEYHOro pUTMa, YTO MO3BO-
NWNO NOATBEPANTb apUTMUYECKUIA CMHAPOM U BepubULmMpo-
BaTb HapyweHue ceppeyHoro putma (HCP) y nauueHToB
OCHOBHOM rpynmbl, ONpeaennTb BO3MOXHbIE BWSHMS BereTa-
TUBHOW HEPBHOM CMCTEMbI HA cepaeyHblii puTM. Kpome Toro,
BCEM MCCNeLyeMblM MpOBefeHa TPaHCTOpakanbHas 3XO-
kapaunorpadpus (3xoKT) mn STE c onpeaeneHnemM U3MeHeHwW
npofonbHoM aedopMaumMn MuUoKapha NEeBOro Xenynouka
(HWXKHAS TpaHMua HOpMbl ans ckaHepa Philips: -18%).
Cratnctnyeckas obpaboTka faHHbIX NPOBeAEHa C MOMOLLbIO
cnepyowmMx nakeToB Ang s3vika Python: SciPy, Pandas, Pyplot
1 Seaborn. CTaTCTMYECKYH 3HaYMMOCTb Pa3nMyunii onpesLens-
M C UCNOMb30BaHMEM MapaMeTpuyeckoro kputepus t-Crbto-
[leHTa B C/ly4ae HOPManbHOro pacnpeneneHuns NpusHaka, npu
HecobnoLeHUN NOCIeLHEero — C UCMOb30BAHNEM KpUTEPUS
MaHHa - YuTHW. Pasnnums cuutanmncb 3HAYUMMBIMKM MNpwU
p € 0,05. 3HAaUMMOCTb pa3NIMYMI KAaYeCTBEHHbIX NOoKa3aTenein
onpenensnn C NMOMOLLbI0 KPUTEPUS Y2 U TOYHOIO KpuTepwus
@Ouwepa. KoppensunoHHbIi aHanu3 HenpepbIiBHbIX NpU3Ha-
KOB NPOW3BOAMACS C NMOMOLLbI0 KO3ddULMEHTa KOppensaumm
MupcoHa. [N KOppensiuMOHHOIO aHanu3a KavyecTBEeHHbIX
nokasarenei ucnonb3osancs koaddbuumeHT CnvpmeHa.

PE3YJIbTATbl U OBCY>KOEHUE

B ocHoBHoM rpynne obcnenoBaHo 24 manbuunka (60%)
n 16 nesouek (40%). MeonaHa Bo3pacTa AeTel AaHHOM rpyn-
nbl — 14 net. CpegHuit Bospact — 13,2 roga. B KOHTponbHOM
rpynne obcnegosaHo 16 ManbumkoB (66%) M 9 peso-
yek (34%). MegmaHa Bo3pacTa [geTel AAHHOM rpynnbl —
14 net. CpenHuii Bo3pacT - 13,4 ropa.

Mo pe3ynbTaTam NpoBeAEHHOM OLEHKM NMPU3HAKOB AMC-
NNasMn COEAMHUTENbHOW TKaHWM Y MauMeHTOB rpynnbl 1,
NMo CpaBHEHMIO C rpynnov 2, npeobnaganu cnepyolme
nokomoTopHble mapkepbl HOCT: nonuxocteHomenus, apax-
HOAAKTUAKS, KMNeBWAHas nedopMauus TpyaHOM KNeTKu
I1-11l cT., ckonno3 no3BoHo4YHUKA II-III cT., runepmobunb-
HOCTb CyCTaBOB, ronybble cknepbl (puc. 1), 4To aBNgeTCa CTa-
TMCTMYeckn 3HaunmbiM (p < 0,05).

Hapsay ¢ atum, y neten 1-i4 rpynnbl Yalle onpenensnochb
npogonbHoe nnockoctonne (72,5% vs 12%, p < 0,05)
u HenpasunbHbih npukyc (57,5% vs 16%, p < 0,05).
[OwnarHoctnyeckuii kosdbdumument HOCT y BCcex nauueHToB
OCHOBHOW rpynnbl NpeBbiWwan 23 6anna, 4to IBASETCS 3HAUM-
MbIM B MNnaHe HebnaronpusgTHOro MporHo3a B OTHOLIEHWUM
KayectBa xm3HU npu HOCT 1 BO3MOXHOrO NporpeccupoBa-
Hus 3aboneBaHus (puc. 2).

MNpoBeneHHas HaMW KONMMYECTBEHHAS OLEHKA 3Ha4YUMMO-
cm HOCT nokaszana, yto B rpynne 1 konuyectBo 6annos
BapbupoBano ot 23,5 po 70,65, Me - 4578 [31,2; 52,7]
B CPAaBHEHMWW C FPYNMoW 2, rae Anana3oH 3HaYeHW BapbMpo-
Ban ot 3,99 no 23,89, Me - 7,14 [5,56; 13,71] (p = 0,0). Takum
obpasom, HOCT y peteit 1-i rpynnbl Obina BbIpaXKeHHOM,
a y peten 2-i rpynnbl eOUHWYHbIE MapKepbl COeAMHUTENb-
HOTKaHHbIX HAPYLWEeHW He yKnaapiBannch B anarHo3 «HOCT»,
a pacueHMBaNUCh Kak AUCMAACTUYECKAs CTUrMATM3aLuMs, 4To
B LLEe/IOM SIBNSIETCS BAPUAHTOM HOPMbI B AETCKOM BO3pacTe.

HecmoTpst Ha OTCYTCTBME AOCTOBEPHbLIX Pa3nMyMii B rpyn-
nax, y AeTen ¢ BblpaxkeHHbIMK nposieneHmnamu HOCT (rpynna 1)
yalle BbISBAAAMCL TAaKUE MApKEPbI, KaK acTeHMYeckas rpya-
Haa knetka (40%), BopoHKoObpa3Has fAedopMaums rpyaHoN
KNETKM pa3HOWM CTENEHU BbIPAKEHHOCTH (37,5%), HapyLeHuns
pedpakumm no Tmny Muonuu (30%) n acturmatusma (12,5%).
CTouT 0TMeTUTb, YTO Hanuuune aedopMaLmii rpyLHOW KNeTKK
M MO3BOHOYHMKA MOFYT CNOCOBCTBOBATL PA3BUTUIO apUTMM-
4YecKoro CMHApOMa M €ero MporpeccMpoBaHUI0 Yy AeTew
¢ HACT [1].

Mpu aHanuze >anob y nauueHToB ABYX rpynn Obino
BbISIBNIEHO, 4TO AeTel C BblpaxenHon HACT (rpynma 1)
N0 CPaBHEHWH C KOHTPONMbHOW rpynnoi (rpynna 2)

PucyHrok 1. Mapkepbl HeanbdepeHLMPOBaHHOM AMCNNA3UN COEANHUTENBHOM TKaHW Y AeTeN
Figure 1. Markers of undifferentiated connective tissue dysplasia in children
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PucyHok 2. KonnyecTBeHHble NPU3HaKM BbIPaXXEHHOCTU Heand-
dhepeHUMPOBAHHON AMCNIA3UM COEOUHUTENBHOM TKAHW Y AeTel

Figure 2. Quantitative characteristics of undifferentiated
connective tissue dysplasia severity in children

Wror, p-value = 0,0
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focToBepHo vaule 6ecnokounu 6onu B cepaue (22,5% vs
8%) n bbicTpas ytomngemoctb (15% vs 4%) (p < 0,05).
HecMoTps Ha OTCYTCTBME AOCTOBEPHbLIX Pa3fiMunin, y OeTen
1-1 rpynnbl Takxe yalle onpeaensanc anNn3oasl cepouedm-
eHuin (15% vs 12%), ronosHble 60nm (25% vs 20%), Basosne-
npeccopHble 06Mopoku (10% vs 4%). BoilwenepeyncneHHole
%anobbl MOryT ObITb CBS3aHbl HE TONbKO HEMOCPEACTBEHHO
C KapauanbHOW NaTonoruen y feten, Ho U C AUChYHKLMEN
BEreTaTUBHOM CUCTEMbI, KOTOPAs 4acTo BLISBNSETCS B AET-
CKOM BO3pacTe v npeobnagaet y amu ¢ HACT [1].

Mo paHHbIM IKT, npoBeaeHHON aetam obenx rpynn, Obiam
YCTaHOB/IEHbI JOCTOBEPHbIE PA3NNyMs MO BapuaHTaM apuT-
muit (p < 0,05). Y peteit ¢ soipaxernHon HAOCT (1-g rpynna)
onpeLensnucb HOMOTOMHblE HApYLWEHUS CepAEeYHOro
puTMa (CMHycoBas bpaamkapams — 25%, cMHycoBas Taxmkap-
ons = 17,5%), a Takke 6onee KNMHUYECKM 3HAYMMble reTepo-
TOMHblE HAPYLEHWS CEPAEYHOrO PUTMA: KENYL0YKOBAS IKC-
Tpacuctonung (K3C) - 5%, HamxenyLouKoBas 3KCTpacUCTo-
mms (HXK3C) - 2,5%, napokcm3amanbHas HagkenyLo4yKkoBas
akcTpacuctonug (HXT) - 2,5%. Y 6onblunHcTBa Aetel rpyn-
Mbl 2 C MMHUMANbHbLIM KonnyectsoM npusHakos HACT Hapy-
LEeHNs CepAeyHoro puTMa oTcytcTeoBanu, y 40% onpepens-
Nnacb CMHYCOBas apuTMMS, KOTOpas pacLeHMBaeTcs Kak
BapWaHT HOPMbl B NeLMaTPUYECKOi NPaKTUKE.

lNo pe3ynbTaTaM TpeXaHEBHOrO MOHMUTOpPUpPOBaHMa XMIKT
Takxke Obln BbISBNEHbl AOCTOBEPHbIE PA3UyKs MO reTepo-
TOMHBbIM HapyleHuam cepaeyvHoro putMma (p < 0,05). Tonbko
y feTew rpynnbl 1 onpenensnuch Takue HapylweHus cepaey-
HOro pUTMa, KaK Xenyao4koBas akcTpacucronus (22,5%), Haa-
xenyno4ukosas skcrpacucronus (100%), HeycTtoinumnBble Napok-
CU3Mbl HAKeNya04KoBOW Taxukapamm (20%).

B xofe nccnenoBaHug y nauneHToB 1-# rpynnbl BoigBae-
Ha YMepeHHOM CTeneHn 3aBUCUMOCTU CTaTUCTUYECKM 3HAUU-
Mas B3aMMOCBS3b FETEPOTOMHbIX HapyLeHW CcepaeyvHoro
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puTMa no AaHHbiM XM3KT (HafkenynoyukoBas v Xenyaouko-
Bag 3KCTPACMCTONMSA) C Ppas3nuyHbiMM Mapkepamu HACT,
cpeau KoTopbix npeobnafjann NOKOMOTOPHble MpU3HAKu
W NaToONOrNs OPraHoB 3peHus (mabs.).

AHanu3 BapuabenbHOCTM cepaeyHoro putMa no XM3KT
TaKXKe MpOAEMOHCTPUMPOBAN MEXIpynnoBble pPa3anyuns
no cpegHecytouHon YCC (puc. 3). Tak, y geTeit 1-i rpynnbl
noka3satenu YCC BapbmpoBanu ot 67,5 0o 99 ynapos B MUHY-
Ty,Me - 80 [76; 85] yoapoB B MMHYTY; y NALMEHTOB 2-# rpyn-
nbl YCC BapbmpoBana B AuanasoHe 64-92,5 ynapos B MUHY-
Ty, Me - 76 [72,5; 80] yaapos B muHyTy (p = 0,03).

Mo pe3ynbraTam TpaHcTopakanbHoW IXOKI HamMu BbisB-
neHo Hanunume MMK 1-2-i ¢ty 26% naumeHToB rpynnbl 1,
y neten rpynnbl 2 MK He onpegenanca (p < 0,05).
[MonyyeHHble [OaHHble MNOATBEPXAAT accoumaumio MK
¢ OCT MHorMMWM wmccnepnoBatensMu W LOMKHbI BpaTbes
BO BHMMaHMe npu ctpatudukaummn pucka BCC [1].

[pMMeHeHne HaMK COBPEMEHHOrO MeTofa BM3yanu3a-
UMM  CTpykTypbl cepgua - STE y peTterr nossonuno

Ta6nuuya. KoppensumMoHHas CBS3b reTEPOTOMNHbIX HAPYLIEHWI
CepieyHoro puTMa ¢ Mapkepamu HeguddepeHUUpoBaHHOM
OWCNIA3MU COELMHUTENBHOM TKaHW y aeTer 1-i rpynnbl

Table. Correlation between heterotopic heart arrhythmias and
undifferentiated connective tissue dysplasia markers in Group 1

0,375 0,017 | NonuxocteHomenus

0,423 0,006 | ApaxHopakTunms

0,436 0,005 | lotnyeckoe Hebo

0,466 0,002 | [MnoToHMS MbiLLLL

0,487 0,001 | KuneBupHas nedopmaums rpyatoii knetku Il-111 cr.
0,546 0,0 Ckonno3 nossoHouHuka l-Ill ct.

0,557 0,0 Muonus

0,616 0,0 lMpononbHoe nnockocTonue

0,646 0,0 Acturmatnsm

PucyHok 3. Toka3zaTtenu cpefHeCyTOYHOM YacTOTbl CEpAEYHbIX
COKpAaLLEHWIA y AeTel Npu aHanu3e BapuabenbHOCTH cepaeyHo-
ro putMa

Figure 3. Values of average daily heart rate in children during
analysis of heart rate variability

YCC CpepHee 3a cyTkH, p-value: 0,3316578945188239
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3admkenposatb 'y 60% naumentoB 1-i rpynnbl (n = 24)
[OCTOBEPHOE CHUWXeHWe npoaonbHOW pedopmauunm
no nepegHemy 6a3anbHOMY CErMeHTy (AMana3oH 3HaYeHui
ot1 -19,5% po -26,5%, Me -24% [-22,7%; -24,8%]) B cpaBHe-
HUWM C TpynnoW 2, roe [AMana3oH 3HAYeHW BapbMpoBan
07-21,3% no -26,3%,Me -24,9% [-23,8%;-55,8%] (p = 0,007)
1 rnobanbHOM NpoaonbHON AedopMaLLMM (AMaNa3oH 3Have-
HWi oT -9% po -34,5%, Me -23,5% [-20%; -27,5%]) B cpaB-
HEHWW C rpynnon 2, rae AMana3oH 3Ha4YeHwui BapbMpoBan
oT-17,5% 10 -38,5%, Me -26% [-22,5%; -32%] (p = 0,02), 4T0
OTpaXaeT NPoLecc HavasbHOrO PEMOENMPOBAHNS MUMOKAP-
[ay neteri ¢ BoipaxkeHHow OCT 3a cyeT paspacTaHus coenu-
HUTENbHOM TKAHW, YTO, B CBOK OYepenb, MOXeT GOpMMpo-
BaTb J/IEKTPUYECKYH HEeCTabunbHOCTb M apUTMUYECKYIO
AKTMBHOCTb TKaHW, NPUBOLSA B [LafbHENWEM K CEpbe3HbIM
HapyLeHnsM cepaeyHoro putMa [36-38].

B xone uccnenoBaHms y naumeHToB rpynnsl 1 BbisBieHa
YMEPEHHOM CTemneHn 3aBMCMMOCTM CTATUCTMYECKM 3HAuM-
Masi B3aMMOCBS3b MeXay CHUXEHMEM JIOKaIbHOrO MPOLONb-
HOro cTpeviHa B nepegHeM 6a3anbHOM CerMeHTe, MO AaH-
HbiM STE, n kunesmaHon nedopmaumein rpyaHOM KNeTku
=1 cr. (r, = -0,362, p = 0,02), nposancoM MUTpanbHOro
knanawa (r,=-0,353, p = 0,03) # NpoA0/bHbIM NJIOCKOCTOMNM-
em (r, = -0,351, p = 0,03). Kpome Toro, y NaumMeHTOB TOH xe
rpynnbl onpeaeneHa cnaboi creneHu 3aBUCMMOCTM B3au-
MOCBS3b MeX[Iy CHWXeHMeM rnobanbHol pedopmMaumm
NIeBOro enyaoyka cepiua v acteHmyeckon dopMon rpya-
Hom knetku (r, = -0,327, p = 0,04), BopoHKkoobpasHoit aedop-
maupein rpyaHoin knetkm =111 ct. (r, = -0,313, p = 0,05).

B xome uccnepnoBaHWs OTMEYEHO CTAaTUCTMUYECKM 3HAYU-
Moe noBblweHne KoHueHTpauun NT-proBNP y naumeHTOB
1-14 rpynnbl NO CPaBHEHMIO C rPyNnoi KoHTpons (puc. 4). Mpu
3TOM CpefHWI YPOBEHb COLEPXAHMS B CbIBOPOTKE KPOBWU
NT-proBNP He npeBbilwan pedepeHCHbIX 3HAaYEHMA.

MNpy NpoBefeHUM KOPPENSLMOHHOIO aHanM3a B rpynnax
NauMeHToB C apuUTMUMYECKUM CUMHApPOMOM Ha ¢oHe HACT
(r, = KOppenaumuu BHYTPK rpynnbl 1) BoisBNeHa Npamas cpef-
Hel CTeneHn 3aBUMCMMOCTM CTAaTUCTUYECKM 3HAYMMas B3au-
MocBa3b ypoBHsa Nt-proBPN: ¢ YCC (r, = 0,462, p = 0,010),
C ypoBHeM auarHoctudeckoro mopora HOCT (r, = 0,496,
p = 0,001), c HanMumMem nponanca MMUTPanbHOrO KnanaHa
(r, =0,469,p = 0,002), X3C (r,= 0,582, p = 0,045); otMeyeHa
obpaTtHag cnaboit M cpefHel CTeneHu 3aBUCMMOCTM CTaTu-
CTUYECKM 3HauymMmass B3auMoCBA3b YpoBHS Nt-proBPN
C dpakumei Bbibpoca no IxoKr (r, = -0,407, p-value = 0,044).
OaHaKo A0CTOBEPHOM KOppensuuMn mexay rnobanbHoi npo-
nonbHOM pedopmaumeit NeBOro Xenyaovka C YPOBHEM
NT-proBNP He BbiiBNEHO.

BbiBOLbI

BbisiBneHMe paHHMX MapKepoB pa3BUTWUS OMACHbIX Hapy-
LWEeHUN pUTMa Cpeau AeTen, NOAPOCTKOB WM NiML, MONOAOM0
BO3pacTa COXPaHSeT CBOK aKTyanbHOCTb [39]. PesynbraThl
NPpOBEAEHHOrO MCCNeA0BaHMS MokKasanu npeobnafaHue
psna MapKepoB AMCMNNIA3MM COEAUHUTENBHOM TKaHWU Y AeTel
C ApUTMUYECKUM CUMHAPOMOM: AONMXOCTEHOMENMUS, apaxHO-
[aKTUNKG, KunesuaHaga AaedopMauns rpyaHOW  KNEeTKM

PucyHok 4. Pe3ynbtaTbl uccnenoBaHuns yposHsa Nt-proBPN
B MCC/IEAYEMbIX rpynnax
Figure 4. Nt-proBPN levels in the study groups

Wror, p-value = 0,045
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HOCTb CyCTaBOB, ronybble cknepsl. B CTpykType apuTMmnyecko-
ro CMHApoMma y aetei ¢ HegubdepeHUMPOBAHHHON Coeam-
HWTENbHOM TKaHbO Npeobnafanu reTepoTonHble HapyLIeHUS
CepAeyYHOro puTMa (KenyaoykoBas M HaLKeNnyLo4KoBas 3KC-
TPaCcMCTONUS, NApOKCM3ManbHAs HaOXKEeNyAo4yKoBas Taxu-
Kapaus), B TO BpeMs Kak dubpunnaumm npencepanii, aTpuo-
BEHTPUKYNApHOM 6nokagpl [I-IIl cT. He 6blN0 BbISBAEHO.
MonyyeHHble AaHHblE MOATBEPXKAAKT pe3ynbTaTbl UCCIeLo-
BaHWM C yyacTmem naumeHTtos ctapwe 18 net ¢ HAOCT [40,41].
Y peTtein n n0APOCTKOB C apUTMMYECKMM CMHAPOMOM Ha dhoHe
HOCT otmeyeHa 6onee uvactas BcTpedaemoctb MK, uTo
NOATBEPXAAET po/b NPONabupoBaHMs CTBOPOK MUTPaAsbHO-
ro KnamaHa B apuTMoreHese, No AaHHbIM B. Essayagh et al.
3a 2023 1. [42,43].

CoBpeMeHHbIN MeToq, BU3yanusaumm CTpyKTyp cepaua —
speckle-tracking-axokapaunorpadus okasancs 6onee Tou-
HbIM, B OT/IM4ME OT TPAHCTOPaKaNbHOW 3X0Kapauorpadum,
M NO3BO/M/ BbISIBUTb PaHHEE pEMOLENNPOBAHME MMOKApAA
y AeTeil C apUTMMYECKUM CMHAPOMOM B BWAE CHWXKEHMS
npoaonbHoW aedopmaumm no nepefHemy 6aszanbHOMY cer-
MeHTy 1 rmobanbHoM NpoaonbHoW aedopmaumm. Hamm ycra-
HOBJ/IEHA B3aMMOCBA3b MEXY CHUXEHMEM NOKANbHOrO Mpo-
[lONbHOTrO CTpeiiHa B nepegHeM 6a3anbHOM CermMeHTe
W KkuneBupHon pedopmaumernt rpypHon knetku -l cT,
MponancoM MUTPaNbHOrO KnanaHa, MpoLoAbHbIM NNOCKOCTO-
nueM, acteHnyeckon (GOPMONM TpyLHOW KNeTKM, BOPOHKO-
o0bpazHoit gedopmaumeit rpyaHoi knetkm =111 cT. CHuxeHne
NPOAOMBHOMO CTPeiHa, BNepBble NPOAEMOHCTPUPOBAHHOE
y MauMeHToK penpoayktmeHoro Bo3pacta ¢ HACT, kocBeHHO
MOATBEPXAAET NONYYEeHHbIe HAMK pe3ynbTaTbl U, KPOMe TOro,
MOXET OTpaxaTb paHHWe cTaguu dopmupoBaHus ¢mbposa
Muokapaa [44, 45].

B HalweM uccnenoBaHum Bnepsble Hbina NpoBeaEeHa OLLEH-
Ka ypoBHs NT-proBNP y netelt ¢ apuTMMYeckMM CMHAPOMOM
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Ha doHe HACT, npu 3ToM y HMX onpenensnacs 6onee BbICOKas
KOHLLEHTpaLMs B CbIBOPOTKE KPOBM AaHHOrO BMoMapkepa, YTo
KOCBEHHO MOXET OTpaXaTb paHHWE CTaauu yBENMYeHUs 0bb-
eMa 3KCTpaLeNNItoNSpHOro MaTpukca B Muokapae. Mpu 3Tom,
MO AaHHbIM KPYMHOMACWTabHbIX UCCNeA0BaHWUM, faxke He3Ha-
yuTenbHoe nosbiweHne NT-proBNP MoxeT cBupoetenbcrso-
BaTb O CYOKAMHWMYECKOM pa3BUTUM CepLEeYHO-COCYAMNCTOM
naTonorMu, YTo NO3BOJSET CBOEBPEMEHHO BbISIBNSTH MALMEH-
TOB C (DOPMUPYHOLLMMCS HAPYLWEHMEM CTPYKTYPbI U (BYHKLMM
cepaua [22,46-48]. Kpome Toro, HamMu bbina BbisBNEHA acco-
umaumns yposHs NT-proBNP ¢ amarHoctMyeckum noporom
HeaMdpepeHUMPOBAHHON  AWCANA3MKM  COEAMHUTENbHOM
TKaHW. [lpM npoBemeHMM KOPPENSLMOHHOIO aHanus3a

y MALUMEHTOB C apUTMUYECKMM CUHOPOMOM Ha GoHe Heand-
(hepeHUMpPOBaHHOM ANCNIA3UN COELMHUTENBHOM TKaHW BbIsIB-
NeHa npsaMas CpefHe CTeneHu 3aBUCMMOCTM CTaTUCTUYECKM
3HauMMas B3amMocBa3b ypoBHsa Nt-proBPN ¢ vactoton cep-
[leYHbIX COKPALEHWH, HannyMem nponanca MUTPasbHOro
KNnanaHa HapyLlleHueM, CepAeYHOro puTMa no TUNY Xenyaoy-
KOBOWM 3KCTpacucTonuuu. B panbHenwem nnaHupyeTcs BHe-
[lpeHWe pe3ynsTaToB UCCIefoBaHWs B pa3paboTky MHAMBUAY-
a/IbHbIX MPOrpamMM BeLeHWst MaLMEHTOB AETCKOro BO3pacra
C AMCMNNA3MAMU COEANHUTENBHOM TKaHM.
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