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PHENOTYPICAL FEATURES OF YOUNG PATIENTS WITH ARRHYTHMIC
SYNDROME AND UNDIFFERENTIATED CONNECTIVE TISSUE DYSPLASIA
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MpoBeneH aHann3 GeHOTUNNYECKNX OCOOEHHOCTEN NMauMeHToOB Mon040ro Bo3pacta (18-44 ropa) ¢ apUTMUYECKUM

CUHAPOMOM HeanddepeHLMpoBaHHOM aucnnasum coegnHntensHon TkaHn (HOCT). YcTaHoBNeHa BbiCokas pacnpocTtpa-
HEHHOCTb AedopmMaLmn rpyaHON KNeTKnU 1 MO3BOHOYHMKA, BbISIBAIEHbI HU3KUI BEC 1 BICOKN AMarHOCTUYECKUin Koadpdunum-
eHT HACT (6onee 23 6annoB) B rpynre nauMeHToB ¢ aputmmamn Ha poHe HOCT, uTo TpebyeT ganbHelnwero MatemaTuye-
CKOro aHanm3a BO3MOXHOM B3aUMOCBSA3M BHELWHUX nposeieHnit HACT ¢ HapyweHnsamMmm putmMa 1 npoBOoAMMOCTM cepaLa.

KntoueBbie cnoBa: He,ql/ld)d)epeHLlMpOBaHHaﬂ Aavcrizia3visi COG,QMHVITeﬂbHOl;I TKaHW, HapylieHus putMa v rnpoBoanNMOCTU
cepaua

The analysis of the phenotypic features of young patients (18-44 years old) with arrhythmic syndrome of undifferentiated
connective tissue dysplasia (UCTD) was carried out. A high prevalence of chest and spine deformity was established,
a low weight and a high diagnostic coefficient of UCTD (more than 23 points) were revealed in the group of patients
with arrhythmias on the background of UCTD, which requires further mathematical analysis of the possible relationship of

external manifestations of UCTD with cardiac rhythm and conduction disorders.
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HACT - HeanddepeHumMpoBaHHaa Aucnnasvs COeANHUTENb-
HOW TKaHW

MMK - nponanc MUTpanbHOro KnanaHa

UMPOBaHHON AUCMJa3sun  COeAUHUTENIbHOMN

Tkanu (HACT) BO MHOromM CBfi3aHbl C BeAyL UM
KJIMHU4ECKUM CUHOPOMOM, 3aTparuBalolmM Ty Uin
WUHYI0 cuctemy opraHuama [1, 2]. Han6onblyio Ha-
CTOPOXEHHOCTb Y JiUL, MOJIOAOr0 BO3pacTa Bbi3bl-
BaeT apuTMUYECKUA CUHAPOM, NMPU3HaHHbIA BeAay-
LM MEeXaHU3MOM pPa3BUTUS BHE3anHOW cepaeyHomn
cmeptu [1, 3]. Mpu 3TOM B GONBLUMHCTBE UCCNEno-
BaHW NogyYepkuBaeTCs aCUMMNTOMHOE WM Mano-
CUMMTOMHOE TeYeHMe HapyLleHul puTMa U npoBo-
AUMOCTU cepaua B AaHHOW BO3PaCTHOMW rpynne, 4to
nogyYyepkuBaeT aKkTyasibHOCTb MOMCKA BHELWHUX Map-
kepoB aputmuii [1, 3—5]. B cBA3U ¢ 9TUM Lenblo faH-
HOro uccnepoBaHusi ctano usydyeHume cdpeHoTununye-
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CKNX 0COO0EeHHOoCTel NauneHToOB MOJIoA40ro Bo3pacTta
c aputMun4yeckum cusigpomom HACT.

Matepuan n metogbl. B pamkax cneunannsmpo-
BAaHHOro npmemMa nauMeHToB C AucnaasusiMm coenu-
HUTENbHOM TKaHW Ha 06a3e YHMBEPCUTETCKOW KIMHUKN
npoBoaMnncb cbop xanob, aHamHe3a, GU3MKanbHOe
obcnenoBaHne C yrinyoGneHHbIM n3ydyeHrnem deHoTunm-
4eckmx OCOBEHHOCTEWN U onpefefieHneM AuarHocTuye-
ckoro koapduumenta HACT [1, 2, 4]. Ha HavyanbHOM 3Ta-
ne B uccnegoBaHne Bko4eHO 93 naumeHTa B BO3pacTe
18-44 net (60 XeHWMH 1 33 My>XX41HbI) C aPUTMUYECKNM
cuHgpomom HACT (ocHoBHag rpynna). 'pynny KOHTpons
coctasuam 30 naupenTos ¢ HACT 1 HOpManbHbIM PUTMOM
cepaua (conoctaBuMbIX MO BO3pacTy u nony). NHopop-
MUPOBAHHOE OO0OPOBOJILHOE COrnacme Ha MeauLMHCKOe
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BMELLATENbCTBO MOJIYYEHO Y BCEX YHACTHUKOB NCCNeno-
BaHWS1, 0006PEHHOMO SIOKaIbHbIM 3TUYECKMM KOMUTETOM
OMCKOro rocyaapCTBEHHOr0O MeAMLMHCKOrO YHUBEPCU-
TeTa (npoTtokon Ne 7 ot 6 anpensa 2022 roga). Ctatnctu-
yeckas 06paboTka faHHbIX NPOBEAEHA C MOMOLLbIO MPO-
rpammMHoro obecneveHus SPSSv.13.0 (IBM, CLLA).

PeaynbTaTtbl n 06cyxaeHue. [pu paccnpoce nauu-
E€HTbl MPeabsaBAANN Xanobbl: HA MOBLILIEHHYIO yTOMse-
MoCTb (83,9 % nmaumMeHTOB OCHOBHOW rpynnbl Vs 76,7 %
naumMeHToB rpynnbl kKoHTpons, p<0,05), obuwyio cna-
60cTb (73,1 % vs 60,0 % cooTBEeTCTBEHHO, p<0,05), cHK-
XeHue paboTocnocobHocTu (88,2 % vs 83,3 %, p<0,05),
BO3HWKHOBEHME 3Nn3000B cepauebueHuns (79,6 % vs
6,7 %, p<0,01), nepeboun B pabote cepaua (65,6 % vs
3,3 %, p<0,01), sanuzoabl ronosokpyxeHnsa (59,1 % vs
10 %, p<0,01), 4yBCTBO HEYAOBNETBOPEHHOCTM BAOXOM
(72 % vs 3,3 % cooTBeTcTBEHHO, p<0,01). Kpome TOro,
y 28 % naumeHTOB OCHOBHOM rpymnnbl OTMEYanmchb Xano-
Obl Ha anNu3o04bl NPegoObMOPOYHbIX COCTOSIHUI Ha (OoHe
cepauebueHns, 4to TpebyeT AanbHenLwero yTouHeHus
1 HabnoaeHus. Mpu cbope aHamHe3a y 51,6 % naumeH-
TOB OCHOBHOW Tpynnbl OTMEYEHO Hanuyne AUCNAacTu-
KO3aBncumon gedopmMaumn rpyaHom KieTku 1 no3Bo-
HOYHMKA, HapyLIeHUA puTMa M NPOBOAVMOCTU cepaua
Y POACTBEHHWKOB MEPBOM M BTOPOM JIMHUMA POACTBA.
PacnpocTpaHeHHOCTb HU3KOM GU3NYECKON aKTUBHOCTM,
KYPEHUS 1 HEPALMOHANbHOr0 NUTAHUS B UCCNenyeMbIX
rpynnax cTaTMcTUYeCKN 3HAYMMO He OTNnYanach.

Mpn dunsnkansHoM obcneaoBaHnUM PocT (CM) naum-
€HTOB OCHOBHOW 1 KOHTPOJIbHOM rpyrnn 3Ha41Mo He OT/Iun-
yancs (173,5+9,4 cmvs 169,7+10,2 CM COOTBETCTBEHHO,
p=0,06). OgHako y nauMeHTOB OCHOBHOW rpynnbl OTMe-
yancs 6onee Hu3knii Bec (kr) (52,5+10,8 vs 58,9+13,4,
p<0,05) 1 nHaekc maccel Tena (kr/m?) (17,52+2,7 vs
21,4+3,2, p<0,01). Y yetBeptn (25,8 %) naumeHToOB OC-
HOBHOW rpynnbl onpegenancd neduunmt maccbl Tena,
TOr[a Kak B rpyrnmne KOHTPOAS CHUXEHHbIA MHOEKC Mac-
Cbl TeJsla BbISIBIEH TONbKO Y 2 (6,7 %) ob6cnenoBaHHbIX
(p<0,001). CpegHue 3HAYEHUS CUCTONIMHECKOIO N ana-
CTOJINYECKOro apTepuasbHOro OaBfieHMs, a Takxe 4va-
CTOTa CepAeyHbIX COKpalleHUA y NauueHToB uUccneay-
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3. HauuoHanbHble pekomeHAaLuumn no onpeaeneHnto pucka n
npocunakTuke BHe3anHowm cepaeyvHon cmMeptu (2-e usga-

CeeaeHus 06 agTopax:

€MbIX rpynn CTaTUCTMYECKM 3HAYMMO He OTAMYanuchb
(p=0,34). Mpwn nepkyccuun rpaHunLbl cepaua B nccneny-
eMbIx rpynnax 6b11m B npeaenax HopMasbHbIX 3HAYEHUI,
npu ayckynbtauum y 59,1 % naunmeHToB OCHOBHOW rpyn-
Mbl BbICAYLUMBANNCH U30JMPOBAHHbIE LLLENYKM (KINKK), B
32,3 % cnyyaeB B CO4ETAHUM C NO3OHECUCTONNYECKNM
LIYMOM, 4TO MO3BOMAMAO MNpeaBapuTenbHO OUarHOCTU-
poBaTb nponanc mutpanbHoro knanana (MMK). Cpegu
deHoTunnyecknx nposisneHnn HOCT y naumeHToB OC-
HOBHOI rpynnbl, MO CPaBHEHWUIO C FPYMMNOA KOHTPONS,
oTMedyeHa 6onee 4yacTas BbIIBASEMOCTb gedopmaummn
rpyaHoi knetkm (32,3 % vs 13,3 %, p<0,05), natonorun
no3soHo4HuKka (91,4 % vs 60 %, p<0,05), rMnepmobub-
HoCcTK cycTtaBoB (59,1 % vs 16,7 % COOTBETCTBEHHO,
p<0,05). Mpn 3TOM y MaUMEHTOB OCHOBHOWM rpynmnbl B
51,6 % cnyyaeB Habnoganocb covyetTaHne Topako-ama-
dparmManbHOro 1 BeptedporeHHoro cnHapomos ¢ NMMK,
B 34,4 % cnyy4aeB Topako-amnadparManbHblil CUHAPOM
coyeTasncs ¢ rmnepmMobusIbHOCTbIO CyCTaBOB.

OnarHoctuyecknin koapduumeHt HACT y BCcex naum-
€HTOB OCHOBHOW rpynnbl Npesbiwan 23 6anna (27,5+3,8)
(HeGNaronpusTHLIA NPOrHO3 MO MHBANUAM3ALUN N NPO-
OOJKUTENBHOCTU XWU3HK), B TPynne KOHTponsa pAaua-
rHocTMyeckmnini koadoduumeHt coctasun 18+4,3 Ganna
(p<0,05).

3akno4yeHue. MNaumeHTb MOI0A0ro BO3pacTa C Hapy-
LIEeHNAMM pUTMa 1 NPOBOAMMOCTU cepaua Ha doHe HOCT
XapakTepmnayTcs BbICOKOM pacnpoCTPaHEHHOCTbIO Bere-
TaTMBHbIX HAPYLLUEHWIN, aCTEHNYECKOro CMHApoma, 6onee
HU3KOM Maccoi Tena u 6onee 4acTbIMU U3MEHEHUSIMU
dOpMbI TPYOHOM KNETKM, MO3BOHOYHOrO cTtonba, a Tak-
Xe 0onee BbICOKMM ONArHOCTUYECKUM KO3DPULMEHTOM
HACT no cpaBHEHMIO C KOHTPOJILHOW FPYMMoii, 4To Tpeby-
€T JanbHeNLero MaTeMaTn4eckoro aHanmsa BO3MOXHOM
B3aMMOCBA3U BHELLHWX nposieneHuii HACT ¢ HapyLlieHus -
MU pyTMa 1 NPoOBOAMMOCTU cepaua.

duHaHcupoBaHue. lccnepoBaHue BbIMOMHSAETCS
3a cyeT rpaHTa Poccuiickoro HaydHoro ¢oHaa Ne 22-25-
20100, https://rscf.ru/project/22-25-20100/.
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