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HAPYWEHUA PUTMA CEPOUA N UX NPEAUKTOPbI Y MAUMEHTOB MOJ1IOAOI0
BO3PACTA C MAPOAHOMOHOWU BHELWHOCTbIO

© E.B. Tumodees, 3.B. 3emuosckuii, C.B. Peesa
®rbOY BO «CankT-Metepbyprckuii rocyaapCTBEHHbINA NeAUATPUYECKMIA MEAULIMHCKMIA YHUBEpCUTET» MuH3apasa Poccum

[ns yumuposaHus: Tumodees E.B., 3emuoBckuii 3.B., Peesa C.B. HapyleHus puima cepaLa v Ux NpeavKTopbl y NaLMeHTOB MOI0A0M0 BO3-

pacTa ¢ mapdaHonaHoi BHewHocTbio // Meamatp. — 2019. — T. 10. — Ne 2. — C. 37-46. https://doi.org/10.17816/PED10237-46

Mocrynuna: 12.02.2019 OpobpeHa: 14.03.2019 Mpunsta K nevatu: 22.04.2019

HapylweHus putMa ceppua M NMpOBOAMMOCTM MPEenCTaBnalOT cOOOM yacTble MPOSBAEHWUS HACNELCTBEHHbIX HApYLEHK

n

COEAMHUTENbHOM TKaHW. [INS TakMx HACNeLCTBEHHbIX HApPYLWEHWUIA COEAUHUTENbHOM TKaHW, Kak cMHApPOM MapdaHa, nep-
BMYHbIM MPONanc MUTPAnbHOrO KaanaHa, XapakTepHbl NPeACEPAHbIE M XKENYLOYKOBble HAPYLWEHUS pUTMa Ccepaua, Yau-
HeHue uHTepBanoB PQ u QT, CHUXKeHUEe BapuabenbHOCTU CepLeYHOro pUTMa, BLISBASIOT M Apyrue NpenuKTopbl cepaeuy-

HbIX apuUTMMIA. HapyweHus putMa cepaua, a TakXe MX NpesuKTopbl Y NauMEHTOB MOMOAOrO Bo3pacTa C MaphaHOMAHO

n

BHELHOCTbI paHee He oueHuBanucb. MaTepuansl u MeToabl. bbino obcnenoBaHo 238 mauMeHTOB MOJIOLOrO BO3pacTa.

Bcem naumeHTam BbIMOSHEHO (beHomanecn(oe M aHTpOMNOMeTpuyeckoe obcnenoBaHue u XONTepoBCKOe MOHUTOPUPOBAHU

e

JKT. OueHnBanu HapyLweHUs puTMa cepaLa, NpoA0IKUTENbHOCTb KOppUrnpoBaHHoro uHtepeana QT (QTc) u pucnepcuio QT

(QTd), BapnabenbHOCTb M TypbyneHTHOCTb CepeyHoro putMma. Pesynbrartbl. Y nuu Monogoro Bospacta ¢ MapbaHOMAHO
BHELWHOCTbIO MO CPAaBHEHMIO C KOHTPO/IbHOM FPynnoi 4acTo BbiBAAOT napHbele (42,6 vs 9,7 %, p=0,00001), rpynnossl
(17,0 vs 4,2 %, p = 0,01) Hapxenyno4yKoBble 3KCTPACUCTObI, XKeNYA04KOBbIe SKCTPACUCTObl B MAaTONOMMYECKOM KOTMYeCTB
(10,6 vs 1,4 %, p=0,02). 3HauMMo yaule y nuu ¢ MapdaHOMAHOM BHELWHOCTbIO ONPeensioTCs NaToNorMyeckme 3HauyeHu
TypOyneHTHOCTH cepaeyHoro puTtma. Mpu oueHke BapuabenbHOCTU puUTMa OBHAPYXEHO 3HAYMTENIbHOE CHUXEHME BCe

n
e
e
ﬂ
X

cnektpanbHbix (HF, LF, VLF), a Takxe 6onblwmnHcTBa cTatnctudeckux (SDNN, pNN50) nokasaTeneit. Y nauneHToB ¢ Mapda-

HOMAHOWM BHELWHOCTbI YacTo Habnwaaetcs yanuHenve nutepsana QT (nopor QTc B 480 mc npeoponeBaet 21 % toHowe

n

¢ MapdaHomnaHoM BHewHoCTblo, p = 0,00001) n yBenuuenne aucnepcum mHtepsana QT (nopor B 50 Mc npeoponeBaeT

37,5 % pesywek ¢ mapdaHoMAHON BHewWwHOCTbIO, p = 0,0004).

Kntouesblie cnoBa: MaphaHOMAHAS BHELWHOCTb; KOCTHbIE MPU3HAKM AM33MOPUOreHesa; HapylleHWs puTMa Cepaua; 3nek-

Tpuyeckasa HecTabuabHOCTb MWUOKapAaa.

CARDIAC ARRHYTHMIAS AND PREDICTORS IN PATIENTS OF YOUNG AGE
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Cardiac arrhythmias are frequent manifestations of hereditary connective tissue disorders (HCTD). Such HCTD as Mar-
fan syndrome (MS), the primary mitral valve prolapse are characterized by frequent supraventricular and ventricular
extrasystoles, prolonged PQ and QT interval, reduced heart rate variability and frequent findings of other predictors of
heart arrhythmias. Cardiac arrhythmias as well as their predictors in patients of young age with marfanoid habitus (MH)
were not previously evaluated. Materials and methods. A total number of 238 patients of young age were examined.
All patients received phenotypic and anthropometric screening and Holter ECG. Cardiac arrhythmias, duration of QT

interval (QTc), QT dispersion (QTd), heart rate variability and heart rate turbulence were estimated. Results for youn

g

people with MH as compared with the control group are characterized by frequent detection of paired (42.6% vs 9.7%,
p=0.00001), group (17.0% vs 4.2%, p=0.01) supraventricular extrasystoles, ventricular extrasystoles in pathological
quantity (10.6% vs 1.4%, p = 0.02). Pathological value of heart rate turbulence is detected significantly more frequently
in individuals with MH. During evaluation of variability a significant decrease in all spectral (HF, LF, VLF), as well as
most statistical (SDNN, pNN50) indicators was revealed. Patients with MH are characterized by prolonged QT interval
(QTc threshold in 480 ms overcomes 21% of boys with MH, p=0.00001) and increase the variance of the QT interval

(threshold of 50 ms overcomes 37.5% of girls with MH, p =0.0004).

Keywords: marfanoid habitus; bone signs dyzembriogenesis; cardiac arrhythmias; myocardial electrical instability.
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Hapymenust purma cepaua (HPC) u nmpoBomumoctu
MPUHATO OTHOCHUTH K HauOojee 4acTbIM IPOSBICHUSIM
HACJIEACTBCHHBIX HAPYLICHUH COCJUHUTEIBHON TKaHU
(HHCT) co cTopoHBI CEpAeUHO-COCYAUCTON CHCTEMBI
[1, 2, 13, 15, 25]. Juanazon aputmuii nmpu HHCT
Ype3BBIYANHO MIUPOK — OT «0e300MIHBIX» CHHYCOBOH
TaxuaputMun U AB-Onokanel 1-if cTemeHn B HOYHOE
BpeMsl [0 IAPOKCU3MOB JKEIIYIOYKOBOH TaXUKapIUH.
B ocnoBaoMm peur uaer o HHCT, umerommx Mexmy-
HapOJHbIE COIVIACOBAHHBIE KPUTEPUM JAUATHOCTHU-
K1, — cunapomax Mapdana (CM) u Dnepca—/lanio,
[EPBUYHOM IIPOJIANiCe MHUTPAJIBHOIO KiamaHa. Tak,
OONBIIMHCTBO HCCIEJOBaTeNlell MPHU3HAET, YTO JUIA
6onpHBIX CM XxapakTepHa MOBBIILICHHAS MTpeAcepIHast
U JKeIyJOUYKOBasi SKTONMMYECKas aKTUBHOCTb, HEpe.-
KO Yy HUX BBUIBISIOT 3MU304bl (pUOpMIUISILNU Tpea-
cepAuii, AOCTOBEPHO HAIlle ONIPENESNAIOT YIJUHEHHUE
untepsaigoB Q7 u PQ [26, 28]. Hepenko omnucaHHbIe
HPC cranoBsATCS y TakMX MAlMEHTOB HEMOCPE/ICTBEH-
HOU MPUYMHON BHE3AIHOU CMEPTH.

[Ipencrasnsercss BaxHbiM TO, yro HPC y mauwm-
eHToB ¢ CM He 3aBHCAT HHM OT CTPYKTYpPHBIX Xapak-
TEPUCTUK CepAlla, HU OT HAJIMYUSI U BBIPAKEHHOCTH
nposabupoBaHuss CTBOPOK MHUTPAIBLHOIO —KJalaHa.
Mexnay Tem B cBete I enTckux kputepues (2010) [29]
kaxercs odeBumHBIM, uto HPC mpm CM cBs3aHBI
HE C OCOOCHHOCTSIMM CTPOEHHS Cepla, a C HaJIU4u-
€M U BBIPAKEHHOCTBIO CHCTEMHOro aedekra coenu-
HUTEJIBHOW TKaHMU.

B nawmeil crpane Ha npoTspkeHuu nodtu 30 et
LIMPOKO HCIIOJIB3YETCsl TEPMUH «IMUCIUIA3US COEIU-
HUTEJBHON TKaHW», JACOUHHUIMU W AINTOPUTMBI BBI-
SIBICHUS] KOTOPOI OCTAIOTCSl HECOINIACOBAHHBIMH, YTO
JaeT BO3MOXKHOCTH MCCIICIOBATENI0 CaMOMY OIIpeze-
JSITh TIOAXOAbl U KPUTEPUM AMATHOCTUKU JTUCIIIA3HH.
OTO TPWBENIO K TOMY, YTO E€IWHOTO MPEACTABICHUSI
0 XapakTepe CepJeuHOro pUTMa M €ro HapylIeHHUsIX
y nu1 ¢ HeknaccuduuupoBaHHbIMU (HenubdepeHu-
poBanabiMu) HHCT wetr. Ham mpencraBmsiercs mep-
CIIEKTUBHBIM IOXO[, NPHUHATHI KOMHUTETOM 3KCIEp-
TOB [14], corlacHO KOTOpOMY CJIeyeT BBIACNATH PN
JHCIUTACTHYECKUX (PEHOTHUIIOB, HanboJee pacipocTpa-
HEHHBIM M3 KOTOPBIX SIBJIIETCSI Map(aHOMIHAS BHEII-
HocTh (MB) [5].

Anroput™m nuarHoctukn MB ocHOBaH Ha BBIABIIE-
HUU 4YeThlpex KocTHbIX mnpusHakoB (KII), k xoTopsiM
OTHOCST JIOJIMXOCTEHOMEJINIO, apaxHOAAKTUINIO, KH-
JIEBUIHYIO W BOPOHKOOOpa3Hylo aedopmauuu rpya-
HOW KJIETKH, CKOJIMOTHUYECKYIO e(OpMaIfio I03BO-
HOYHHKA, IUIOCKOCTONHE, BAJbI'YyCHYIO Je(hopMalinio
CTOIBI, apKOBHUJHOE HEDO, JHLEBbIe nAu3MOppuu (Ha-
pYLICHUE MPHUKyca U HapyLIEHHUs pocTa 3yO0OoB U Ap.).
Hamu Obutm mepecMOTpeHbl JUArHOCTHYECKUE KpH-
Tepun MB C yd4eToM CHEMUPUIHOCTH OTIACTHHBIX

npusHakoB [3, 6]. CormacHo HamwuM JaHHbiM, MB
BBIABILIIOT Y 16 % MpakTHYeCKH 370POBBIX FOHOIIEH
u 9 % nesymek [6]. Knmuanueckoe 3nauenne MB kak
CaMOCTOSITEIILHOTO JIUCIUIACTHYECKOTO (DeHoTHIa H3-
Y4E€HO J0CTaTO4HO Xopormro. EcTh maHHBIE 0 Oonee
4acToM OOHapy)XeHWH y manueHToB ¢ MB mpusHa-
KOB BereTatuBHOW aucdyHkiuu [16, 17], Oombiroro
YUCIa 3HAYMMBIX MallbIX aHoMmanui cepaua [18, 22].
YcTaHOBIIEHO TakXke, 4yTo 1 Jinl ¢ MB, Tak ke Kak
u g naureHtoB ¢ CM [7] ¥ mepBUYHBIM MpoJian-
COM MHUTpaJbHOTO Kiamana [9-12, 31], xapaktepHO
JMUCIUIACTHYECKOE PEMOACIMPOBAHKUE CEepAlla M Maru-
CTPAJIbHBIX COCYIOB, MPOSBISIONIEECS MOTPAHUYHBIM
pacuMpeHreM KOpHS aopThl, a Takxke Ooyiee HU3KUMU
3HAYCHUSMU CHUCTOIMYECKON nedopMarui MuoKapaa
JIEBOTO JKeNyAoYKka Ha (POHE OTHOCHUTEIIBHO OOJBITICH
ero tommuHbl [21, 23]. M3BecTHO, 4TO ISl TAlMCH-
ToB ¢ MB xapakTepHbI CYIIECTBEHHbIC CABHUTH J1a0O0-
pPaTOpHBIX MapKepoB MeTa0oinu3Ma KOCTHOW TKaHH,
npuBomsANie K (GopMHpOBaHHUIO ocTeornmeHnu [19].
OpnHako XapakTep CepACYHBIX APUTMHUHA Y JIAIl MOJIO-
nmoro Bo3pacta ¢ MB panee He ouenuBanu. OcTaroT-
Cs1 HEM3yUCHHBIMHU U MPHU3HAKU BbIcOokoro pucka HPC,
TaK Ha3bIBAEMbIE MapKephl AIEKTPUUECKON HECTAOMITh-
HOCTH MHOKapaa. B Hacrosmiee Bpemsl K TaKuM IIO-
Ka3aressM, CBHUACTEILCTBYIONINM O BBICOKOM DHCKE
HPC, oTHOcAT cHWXeHUE BapuabeIbHOCTH W IaTo-
JIOTHYECKYI0 TYpOYJIEHTHOCTh CEpJCYHOTO PHUTMA,
yuimHeHne wHTepBaida (7 W yBelnWdYeHHWE ero Juc-
nepcun [8, 27, 30, 33, 35].

MATEPUANDbI U METOLbI

B uccnenoBanuu npuHsM ydactue 238 maueHToB
MOJIOZIOTO BoO3pacta, B ToM uucie 150 mpakTuuecku
3IIOPOBBIX JIMII W3 YWCIIA CTYJEHTOB 2—3-TO KypCOB
CIIOITIMY u 88 mamueHToB J1TabOpaToOpuyl COCTUHU-
TEIIbHOTKaHHBIX Jucruiazuii ®MUIL] um. B.A. Anma-
30Ba. Bcem marueHTaM BBIMOJIHEHO (DEHOTHUITUYECKOES
Y aHTPOIIOMETPUYECKOE 00CIIEIOBAHUE C BBISBICHUEM
KOCTHBIX TPHU3HAKOB U3OMOpPHOTeHe3a M XOJITEPOB-
CKOC MOHHTOPHPOBAHUE DIICKTPOKAPIUOTPAMMEI B Te-
yeHue 24 4acos.

Juarnoctuky MB ocyliecTBISUIM COIACHO POCCUI-
CKMM DPEKOMEHJAINSAM C Y9E€TOM YTOYHEHHBIX KPHUTEPHU-
eB [4, 6]. K MB ortHocmim IiIl, WMEIOINX HE MEHEE
geteipex KII, cpemu KOTOpBIX OBLIO 00S3aTeNBbHBIM CO-
YeTaHUe apaXHONAKTUIINK (BBISBJICHHUE 110 KpaiiHel Mepe
OJIHOTO CHIMIITOMa — OOJIBIIIOTO TIaJiblla WIJIM 3aIisiCThs)
Y JIOMMXOCTEHOMENHMH (BBIIIOHEHHE XOTS ObI  OHOTO
ko3 duIeHTa — OTHOIICHHWE pa3Maxa pyK K poc-
Ty >1,03 1 cOOTHOIIEHHE BEPXHETO U HIKHEIO CerMeH-
ToB Tena <0,89) [20], a kpome TOro, HAJIMYUE XOTS ObI
eIle OHOTO CIIeIM(UYHOTO TpH3HAKa — jaedopMaliun
TPYIHOW KJIETKH WJIM BBICOKOTO apKOBHIHOTO HEOA.
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Bceem o6¢caenoBanasiM Beimoaasuid XM DKI' B Te-
yenne cytok («Kapamorexumka», «Hukapt», CaHKT-
ITerepOypr). HPC, mpomomkuTensHOCTh KOPPUTHPO-
BanHoro unrepsana Q7 (QTc) n mucnepeuto QT (QTd)
aHanmusupoBanu mpu peructpanuun OKI' ¢ momorkio
komruiekca KtResult 3. IlaronormueckuMu 3HaYEHU-
SMHA TIPONOIDKHUTENbHOCTH (QTc cuuTanmm yIIHHEHUE
oonee 480 mc, QTd Gonee 50 mc. Ilpu BbIIBICHHH
HE MEHEE JBYX >KEITYIOYKOBBIX AKCTPACHCTON OICHU-
BaJIM MIapaMeTpPbl TypOYJICHTHOCTH CEPJCYHOTO PUTMA:
K TATOJIOTUYECKUM OTHOCWIIM 3HadeHus Hadana (70)
oomnee 0 % um nakiona (75) menee 2,5 mc/RR [37].

KonmudecTBeHHBIE TaHHBIC MPEICTABICHBI KaK CPe-
Hee + CTaHAApPTHOE OTKJIOHEHUE. 3HAYMMOCTD PA3TUUHiA
MEXKy KOJIMYEeCTBCHHBIMU IPU3HAKAMU OTPEICIISLIIH TIPH
nioMotny /-kputepust CThIOIEHTa, MEXK/Ty KadeCTBEHHBI-
MU TpU3HaKaM{d — IIPH TTOMOIIN HeTlapaMeTPUIeCKnX
MeTonoB (kputepuid Manna—Yurtau, p <0,05). Craru-
CTHYECKYI0 00pa0OTKY JaHHBIX MPOBOJWIN TPU TTOMO-
mu nporpammel Statistica 8 (StatSoft, Inc.).

PE3YNIbTATbI

Jns  oueHKH pacmpoCTPaHEHHOCTH CEepIEYHBIX
apuTMHK OBUTM BBIACJTICHBI JIBE TPYIIBL B MEPBYIO
BOLIUIM JIMIa C Npu3HakamMu MB, B KOHTpoOnbHYI0O —

HNAalUeHTHl ¢ eAMHUYHBIMU Hu3KocnenuuaasiMu KIT
(tabm. 1).

Y Ml OCHOBHOW TpyHIIBI OKa3allaCh HEI0CTO-
BEPHO BHIIIE BCTPEUAEMOCTh HAJ[KEITYJOYKOBBIX JKC-
Tpacucton (93,6 vs 81,9 %), ogHAKO TATOIOTHYECKOE
ux xommuectBo (Oomee 10 3a yac MOHUTOPUPOBAHWS)
3a)MKCHUPOBAHO MPAKTUYECKU TOJBKO y Jui ¢ MB
(12,3 vs 1,4 %). Cpenu auil OCHOBHOHM TpYIIIBI TaKkKe
JIOCTOBEPHO Yalle BhIABILINCH napHble (42,6 vs 9,7 %)
u rpynnossie (17,0 vs 4,2 %) cynpaBeHTpUKYISIPHbIC
HPC. XenymoukoBasi 3KCTpacuUCTOIMs OOHaApyKeHa
C OJIIMHAKOBOM 4YacTOTOW B O0OEWUX TpyYIIax, OJHAKO
MATOJIOTUYECKOe KOJMYECTBO TAaKUX OKCTPACHUCTON
3apEerUCTPUPOBAHO MPEUMYIIECTBEHHO Yy jull ¢ MB
(10,6 vs 1,4 %).

Murpauust BOIUTENST pPUTMA MO NPEACEPAUsIM OT-
MEYEHA TOYTH Yy IOJIOBUHBI JIMII OCHOBHOW TPYIIIEI
W TPETH KOHTPOJIBHOW (pa3iuyusi CTaTHCTHYECKH
HEJOCTOBEPHBI). BONBIIMHCTBO HCCemoBaTeNied 3Ty
(dbopMy HapyIIeHHs] CEpJCUYHOrO PUTMA Y JIUI[ MOJIO-
JIOTO BO3pacTa pacliCHHBAET KaK BapUAHT HOPMBI, PU
9TOM B JIUTEPaType OTCYTCTBYIOT yKa3aHHs Ha IaTo-
sorudeckue kpurepuu s sroro HPC. Mbl He Ha-
CTavBaeM Ha YHHMBEPCAJIBHOCTH IPEJIaraeMoro Hamu
JIMarHOCTHYECKOTO TIOpora, OJHAKO Helb3s He oOpa-
TUTh BHUMaHUE HAa TO, YTO YCJIOBHO OOJIBIIIOE KOJIUYE-
CTBO 3IM30710B MuTparuu (oonee 50 3a cyTku) HaOIIO-
JTATOCh TOJNBKO Y JIUI] OCHOBHOM TPYHIMBI (pa3imuyus
BBICOKO JIOCTOBEPHBI).

Tabnuua 1 / Table 1

HapyweHuna cepaeyHoro putMma y nuu, MONOAO0ro Bo3pacta ¢ MapdaHOUAHOM BHELWHOCTbIO

Cardiac arrhythmias in young age with marfanoid habitus

MB / MH KonTponas / Control
Hapymenue puTMa cepaia / (n=47) (n=172) »
Arrhythmia
Abc. / Abs. % Abc. / Abs. %
HXD3 / SVE 44 93,6 59 81,9 0,06
HX?3 > 10/a / SVE > 10/h 6 12,3 1 1,4 0,009
Mapusie HXXD / paired SVE 20 42.6 7 9,7 0,00001
I'pynmossie HXKD / group SVE 8 17,0 4,2 0,01
K>/ VS 19 42,2 32 44,4 0,66
KD > 10/a / VS > 10/h 5 10,6 1 1,4 0,02
MBP / MDR 22 46,8 24 333 0,14
MBP > 50/cyt / MDR > 50/days 6 12,8 0 0 0,001
ITayza CA > 1,0 ¢ / SA pause > 1.0 s 36 76,6 64 88,8 0,07
IMayza CA < 1,5c/SA pause < 1.5 s 21 447 43 59,7 0,10
ITayza CA > 1,5 ¢ / SA pause > 1.5 s 26 55,3 27 37,5 0,05
AB-6mnokana 1-it ct. / AV-block 1 dg. 18 38,3 0 0 0,003

IIpumeuanue. MB — mapdanongnas Buemnocts; HXKD — HamkenynoukoBsie sKkcTpacucTonbl; XKD — jKenymouKoBbIe DKCTpa-
cuctonbl; MBP — murpanus Bonutens purma; CA — cuHycoBasi apUTMUSL.
Note. MH — marfanoid habitus; SVE — supraventricular extrasystole; VS — ventricular extrasystole; MDR — migrating driver

rhythm; SA — sinus arrhythmia.
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Tabnuua 2 / Table 2

Typ6YyNeHTHOCTb CEPLAEYHOr0 pUTMA Y /UL, MOMIOAO0M0 BO3pacTa ¢ MaphaHOUAHOM BHELWHOCTbIO
Heart rate turbulence among young people with marfanoid habitus

MB / MH KonTponas / Control
IMokasatens / Indicator (n=16) (n=28) p
A6c. / Abs. | % A6c. / Abs. | %
70, % 1,64 = 13,6 5,0+10,0 0,07
70> 0% 8 | 50,0 5 | 17,9 0,02
TS, ms/RR 14,3 +25,1 22,4+ 11,0 0,14
7S < 2,5 ms/RR 2 | 12,5 0 | 0 0,05

Ipumeyanue. MB — mapdanonanas BHemHocTs; TO — Hauano TypOyiaeHTHOCTH; TS — HakJIOH TypOYJISHTHOCTH.
Note. MH — marfanoid habitus; TO — turbulence onset; TS — turbulence slope.
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Puc. 1. CpeaHune 3HauyeHMs CneKTpanbHbIX NOKasaTenei BapuMabenbHOCTM pUTMa CepAua Y lHowel ¢ Map(aHOMAHON BHELWHO-

ctbio (MB)

Fig. 1. Average values of spectral indicators of heart rate variability in boys with marfanoid habitus (MH)

ITay3bl 3a cueT CHHYCOBOW apUTMHH BbISIBIICHbI
y OONBIIMHCTBA JIMI[ O00EUX TpPYyMI, OJHAKO HENb3s
HE 3aMETHUTh TO, YTO TMay3bl MPOAOJIKUTEILHOCTHIO
Oonee 1,5 ¢ oOHApYKMBAIKCh 3HAYUMO Yalle Y JIUII
¢ MB (55,3 vs 37.5%). Dmmsomel AB-Grmoxansr
-/ cTenieHn OTMEUYEHBl Y TPETH MALMEHTOB OCHOBHOM
IPYNIbl U OTCYTCTBOBAJIU B IPYIIE KOHTPOJIS.

Hanee, y nul OCHOBHOW U KOHTPOJBHOH TpYIIIL,
Yy KOTOPBIX HAOIIOJAUCh JKEIyHOYKOBBIE 3KCTPACH-
CTOJIbI, MBI IIPOBEIM OLICHKY TYypOYJIEHTHOCTH pHUTMa
cepama. DTOT TMapaMmeTp OMHMCHIBAETCS KaK H3MEeHe-
HHE YacTOThl CHHYCOBOI'O pUTMa TOCJE IKCTPACUCTO-
JIbl M BKJIFOUAeT JBa Toka3zaTenss — Hadano (70, %)
n "HakiioH (7S, mMc/RR) TypOynentHoctn. B anamms
He ObUIM BKJIFOYEHBI JIMLA, Y KOTOPBIX 33 CYTKH ObLIa
BBISIBIIEHA BCETO OJIHA JKEJIYJOYKOBasl IKCTPACUCTO-
na (tabmn. 2).

JUig i OCHOBHOM TpyHIBl XapaKTEpHO OCTO-
BEPHO Oojiee YacToe BBIABJIECHHE MATOJOIMYECKHX

3HAYCHUHN Hadala U HAKJIOHA TypOYJICHTHOCTH. Takum
o0pa3oM, MOXXHO TIpearnojiarart HapyuieHue (GU3No-
JIOTHYECKOW peakliy CHHYCOBOTO y3ja Ha KeIynod-
KOBBbIE HapymieHus: putMma. OOBIYHO 3TO CBS3BIBAIOT
C U3MEHEHUSIMHU BEreTaTUBHOU PEry/sILIUU CEpIEHHO-
ro putMa. OnHUM W3 HanboJiee M3YUCHHBIX METOIOB
OLICHKH BETETaTUBHOTO OaiaHca SBISETCS ONpelere-
Hue BapuabenbHocTH putMa cepaua (BPC).

Hanee mbl cpaBHmiu nokazareau BPC y nun ¢ MB
u B XKoHTponbHOH Tpymire (0—2 KII). Pe3ymbrars! aHa-
JM3a creKTpanbHbIX nokazareneid BPC npencrasiens
Ha puc. 1.

VY roHowieit ¢ MB BBISIBICHO CTaTUCTUUECKU 3HAYM-
MO€ CHM)KEHHE BCEX COCTABJISIOLIUX BOJHOBOH CTPYK-
Typbl cepaeunoro putma (VLF, LF, HF). Cnenmyet
OTMETHUTb, YTO CHIDKEHHE CIIEKTpaJIbHBIX IOKa3are-
neit BPC orMeueHo kak B JHEBHBIC, TAK U B HOUHBIC
yachl. AHaJOruuHble M3MeHeHus napamerpos BPC,
CBUCTEIHCTBYIOMNE 00 YMEHBIIEHWH TyBCTBUTEIb-
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Tabnuuya 3 / Table 3

CraTucTMyeckue nokasaTenu BapuabenbHOCTM pUTMa CepAala y uL, MOMOLOro Bo3pacTa ¢ MaphaHOUAHOW BHeL-

HOCTblO

Statistical indicators of heart rate variability in young age with marfanoid habitus

T'pynmsr / Groups SDNN, mc / ms PNN50 % M / CI, %

IOnommu / Boys

MB / MH 201 £ 41 18+9 150 + 14

Kontposns / Control 178 £31 35+£29 141 £ 10

p 0,05 0,005 0,02
Heryuiku / Girls

MB / MH 149 + 36 12+38 136 + 15

Kontpoins / Control 180 + 45 35+30 141 £ 16

V4 0,01 0,00001 0,27

Ipumeuanue. MB — mapdanongnas saemHocts; LI — nupkagusiii maaexc; SDNN — crangapTHOe OTKIOHEHHE BceX NN-
nuTepsanos; pNN50 % — konndecTBo nmap cocequux NN-nHTepBanos, pa3nnyaromuxcs 6oxee yeM Ha 50 Mc, 1eleHHOE Ha

obmiee yncno NN-MHTEpBaIoB.

Note. MH — marfanoid habitus; CI — circadian index; SDNN — the standard deviation of all NN intervals; pNN50 % — the number
of pairs of NN intervals that vary more than 50 ms, divided by the total number of NN intervals.

Tabnuua 4 / Table 4

MpoLomkuTenbHoCTb MHTepBana QTc y HoWwel ¢ MapPaHOUAHOW BHELWHOCTbIO

QTc interval in juniors with marfanoid habitus

. MB / MH Kontpons / Control
Iokasatens / Indicator (n=128) (n=19) )4
OTc,, > MC / OTc, ., ms 459,8 £ 21,0 4475 £ 10,5 0,02
QTc > 480 mc / QTc > 480 ms 6-21,4 % 0 0,03

Ipumeuanue. MB — mapdanonjHast BHEITHOCTE.
Note. MH — marfanoid habitus.

HOCTH CHHYCOBOTO PHTMa K BETETaTUBHBIM BO3JEH-
CTBHSIM, ObUIM OOHapyKeHbI U y JeByliek ¢ MB.

IIpn ananuse cratucTudyeckux mnokazareneit BPC
YCTAHOBJICHBI ~ HEKOTOPbIE  [EHACPHBIC  Pa3IUUMs
(Tabm. 3).

Hust nui Monogoro Bo3pacta ¢ MB BbIsIBIEHBI
CyIIECTBEHHbIE TE€HJEPHBIE pa3JIMUUsl CTaTUCTHUYE-
ckux mnapamerpoB BPC. Tak, nokasarens SDNN,
XapaKTepU3YIOIINi BeINYNHY pa3dpoca HHTEPBAIOB
RR B TedyeHue CyTOK, OKa3aJicsl JOCTOBEPHO BBILIE
cpenu oHomeir ¢ MB. DTo cBsi3aHO ¢ TeM, 4TO IJIA
TaKUX MMallMeHTOB XapaKTepHa TeHJAECHIUS K TaxuKap-
UM B THEBHOE BPEMs U, COOTBETCTBEHHO, YBEJIHYE-
HHe TupkagHoro wHAekca (L[M1), ompeaensemMoro kak
OTHOIIIEHNE CPETHETHEBHON YaCTOTHI CePCYHBIX CO-
KpaleHuii k cpenHeHouHoi. 3nauenus LM oxasa-
JUCh 3HAYMMO O0Jiee BBICOKUMHU y IOHOIIEeH ¢ MB.
B 10 ke Bpems peBymkam ¢ MB 1no cpaBHEHHUIO
C KOHTPOJBHOU Tpynmnol CBOMCTBEHHO yMEHbBIIIEHHE
nokazarenst SDNN, 94To IeMOHCTPUPYET yMEHBbIIIe-
HUE BEJIMYMH pazOpoca MHTEpBaloB RR B TeueHUE
CyTOK M NOATBEPKIAECTCS HEOOCTOBEPHBIM CHIUXKE-
auem ILIN.

Hpyroit Baxusit mapamerp BPC — pNN50, ot-
pakaroluil BEIPaXKEHHOCTh CHHYCOBOH apUTMHHM, OKa-
3aJIcsl 3HAaUMMO OoJiee HU3KUM CPeJH MmanueHToB ¢ MB
BHE 3aBHCHUMOCTH OT mojia. Takum o0pa3oM, MOXKHO
yTBEpPKIaTh, uTo Hanmuuue crermuduunbix KII, Bxoms-
IIMX B aJICOPUTM AUarHoctuku MB, BHe 3aBUCHUMOCTH
OT 1ojia 00CJIEAOBAaHHBIX COMPOBOXKAACTCSI YMEHbBILIE-
HUEM BBIPAKEHHOCTH BOJHOBOW CTPYKTYpbl pUTMa
M CKJIIOHHOCTBIO €T0 K CTaOMIH3aIny.

CrenyrommM ToKa3aTesneM, KOppenupyonmM ¢ pas-
BUTHEM 3HAYMMBIX HapyIIEHUH CepAEeUHOro pUTMa, SIBJIs-
ercsl yJuInHeHne uHTepBana Q7 U yBEIMUYEHUE €ro JHc-
nepcun. M3BeCTHO, YTO AJMUTENBHOCTh MHTepBana QT
3aBUCUT OT TPOAODKUTENFHOCTA HWHTEpBaia RR, To-
9TOMY /Il YHU(PUKALIMK ATOTO TMOKa3aTeNsi UCHOIb3YIOT
ero koppurupoBaHHble 3HaueHus (Q7c). B Hacrosiuee
BpeMsi ISl CTpaTH(UKAIUK PUCKA Pa3BUTHS apUTMU-
YEeCKUX OCTIOKHEHUHM MPUMEHSIOT MOAN(PHUIIMPOBAHHYIO
mkainy [36], commacHO KOTOpOi BBOIAT CIEMYIOLIHE TIO-
poru juist 3HaueHus Q7¢: Tpy ero YJUIMHEHNH Y MY)KUHiH
cBbiie 450 Mc npucBauBaeTcsi 1 yCioBHBIM Oait, a mpu
ero npesbiiennn B 480 mc — 3 Oainta. Mbl omeHIIH
MIPONODKUTENFHOCTh OT¢ y toHOMIEH ¢ MB (Tabm. 4).
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Tabnuuya 5 / Table 5

IOucnepcua nHtepeana QT (QTd) y neBywek ¢ MapdaHOMAHON BHELIHOCTbIO

QT dispersion (QTd) in girls with marfanoid habitus

. MB / MH Kontpons / Control
Iokasatens / Indicator (n=16) (n=139) p
ord,  (mc)/ OTd  (ms) 44,6 £25,2 19,0+ 7,4 0,00001
QTd > 50 mc / QTd > 50 ms 6-37,5 % 1-2,6 % 0,0004

Ipumeuanue. MB — maphaHonHas BHEIIHOCTD.
Note. MH — marfanoid habitus.

BbsiBIeHBI CyLIECTBEHHbIE pPas3jinuus MNPOAOJIKU-
TEIBHOCTH WHTepBana (7c y JIUI] MYKCKOTO IIojia
¢ MB. Bce 3HadeHHs 3TOro IOKa3aTess OKa3aJIHUCh
JIOCTOBEPHO  BBILIE [0 CPAaBHEHHIO € KOHTPOJIb-
Hoit rTpymmoi. [lopor B 480 mc (3 Oamnma mIKakl
PJ. Schwartz) mnpeomonmeBaeT 4dYeTBEpTH IOHOIICH
¢ BKC, u on He ompezemnseTcs BOBCE B IpyIIe KOHT-
pons (p = 0,03).

Jpyrum mokaszareneM, XapakTepU3YIOIUM BBICO-
KA PUCK ApUTMHYECKHX COOBITHH, SBISETCA IHC-
nepcus untepBaga QT (QTd). Dror mapaMmerp pac-
CUMTBIBAIOT KAaK PAa3HUILY MPOAOIKUTEIEHOCTH CaAMOTO
JUIMHHOTO M CaMOro KOpoTKoro uHTepBaia Q7 mnpu
CUHXPOHHOW 3amucu 12 oOMmENpUHSATHIX OTBEICHHIM.
[ToBemienne aucnepcun 6onee dem Ha 50 MC acco-
LMUPOBAHO C BBICOKMM PHUCKOM Pa3BHUTHS CEpACUHBIX
apuTMuil. beuta nmpoaHanu3upoBaHa AUCIEPCUST HHTEP-
Baga Q7 B TeueHue cyTok y sui ¢ MB. Pesynbrarsl
npeAcTaBieHbl B TalI. 5.

Oxkazanoch, 4T0 JaeBymkamM ¢ MB cBOWCTBEHHBI
JIOCTOBEpHO OoJjiee BBICOKME 3HAUEHUS AHUCIIEPCUU
untepBaia Q7. IlpeBwimenue mopora Q7d 50 mc
BBISIBJICHO Y TPETH JIMLl OCHOBHOM TI'PYIIIBI U MPAKTH-
YeCKH He BCTPEYasoch B KOHTpodbHOU (p = 0,0004).
IIpu 3TOM aHAIOTMYHBINA aHaAW3, MPOBEAEHHBIA Cpe-
JIM JIUL MYCKOTO T10J1a, HE BBIABHJI OKHAAEMOIO I10-
BoimieHUsT OTd. DT0 MOXET OBITH OOBSCHEHO TEM,
YTO HCIHOJb3yEMble HAMU PErHCTPUPYIOIINE CUCTEMbI
(«Kapmmorexamka», Cankr-IletepOypr) wu3MepsiorT
TIIb abconroTHbIe 3HaYeHust QTd, He COOTHOCS WX ¢
4aCTOTOM CEPJEUYHBIX COKpAIeHU. Mexay TeM, Kak
ObUTIO MOKa3aHO BhILIE, IOHOWAaM ¢ MB cBoiicTBeH-
Ha CKJIOHHOCTb K TaXWMKapAHW B JHEBHBIC 4Yachl,
YTO HE MOXKET HE€ CKa3aTbCs Ha IMPOAOJIKHTEIbHO-
ctu QTd.

OBCYXOEHWE PE3YJIbTATOB

[lomyueHHbBIE TaHHBIE CBUACTEIBCTBYIOT O TOM, YTO
JUJISL JTALL MOJIOJIOTO Bo3pacta ¢ MB xapakTepHo yactoe
BBISIBIICHHE PA3IUYHBIX CYHPAaBEHTPUKYJIAPHBIX apUT-
MHH, TAKMX KaK IapHbIE U TPYIIIOBbIE MPEACEPIHBIE
SKCTPACUCTONbl, OJUHOYHBIC CYNPABEHTPUKYIAPHBIC
OKCTPACUCTOINBI, B TIATOJIOTHYECKOM KOJHYECTBE.

OTHENbHOTO pPAacCMOTPEHHsI TPEOYIOT TakWe Ha-
pyWIeHusT pUTMa, KaK MHUTpamus BOAHUTENS pPHUTMA
Mo MpecepAUsiIM U Tay3bl 3a CUET CHHYCOBOW apuT-
mun. Ot HPC npunsTO OTHOCHTH K BapuaHTaM HOp-
MBI JIJIS JIAI] MOJIOZOTO BO3pAacTa, Yallle WX BBISABISIOT
B HOuHOE Bpems [24]. JIeHCTBUTENBHO, CIMHUYHBIC
SMU30/(bl MUTPAIMH CYNPAaBEHTPUKYISIPHOTO BOAWTE-
751 puTMa OOHApYXEHBl y TPETH JHUI[ KOHTPOJILHOU
TpyNIBl ¥ HECKOJBKO Halle — Yy marueHtoB ¢ MB.
OpHako HeJb3s HE OTMETHTh, YTO YCIOBHO OOJbIee
YUCIO AMU30M0B Murpamuu (6onee 50 / cyr) ompe-
nenanoch Toiapko y aun ¢ MB. CunycoBast apuTmus
CBOWCTBEHHA HOPMaJIbHO (YHKIMOHHUPYIOIIEMY CEpl-
uy [24], onHako may3bl 3a CUET CHHYCOBOM apUTMHUU
pa3IMYHON MPOJOIKUTEIEHOCTH HAOMIONAaroTCs ¢ pas-
HOM yacToToM y smu mMojonoro Bozpacra ¢ MB. Ilpu-
MeJaTeabHO, YTO Tay3bl Oosiee 1 ¢ HECKOIBKO pexe
perucTpupyor y nanueHtoB ¢ MB. Oto xoppenupy-
€T CO CHIKEHUEM CTaTUCTHYeCcKuX mnokaszareneid BPC
(PNN50) u neMOHCTPUPYET CKIOHHOCTH CEpPACUYHOTO
put™a y muir ¢ MB k crabunmzanun. Mexny Tem
nay3bl IPOJOJKUTEIBHOCTBIO Oomee 1,5 ¢ Ha mpoTs-
JKCHUH HaOIIOICHUS TOCTOBEPHO YaIlle PETUCTPUPOBA-
71 y manueHToB ¢ MB, 4To MOXHO pacueHUBaTh Kak
MposiBIeHNE cIaboCTH CHHYCOBOTO Y37a.

Onu3onsl AB-O5iokajsibl B HOYHOE BpeMsl TaKKe
OOBIYHO CUMTAIOT BapUAHTOM HOPMBI AJISI JIUI MOJIO-
noro Bo3pacta [24]. Mexay TeM B HallleM HCClel0Ba-
HHUHU IT0Ka3aHo, uro AB-Onokaga 1-ii crenenu He 00-
HapyXeHa HU Y OJHOTO OOCIEeNOBAHHOTO W3 TPYIIIBI
KOHTPOJIs, B TO BpeMsl KaK Cpeau JHIl ¢ MpU3HAKaMHU
MB ymuHenue untepBasia PQ B OTAEIbHBIE HUHTEp-
BaJbl BPEMEHHU OMpEIeNsIoch Ooiee 4YeM Y TpeTH
(39,3 vs 0%, p=0,003).

Kpowme npeacepansix HPC, ans mamuentoB ¢ MB
XapaKTepHbI >KeIyl04uKoBble apuTMuu. [lpu cpaBHU-
TEJTHHO OJMHAKOBOW YacTOTE BBHISBICHHS OIWHOYHOMN
JKEITYIOYKOBOW DKCTPACHCTOINU HMX IaTOIOTUYECKOE
kommmuecTBO (Oomee 10 3a Wac) perHCTPUPOBAIOCH
MpakTU4YecKu Tojpko B rpymnme nun ¢ MB. C xe-
nynoukoBeiMu HPC cBsi3an Takoil mapamerp, Kak
TypOyIIEHTHOCTh pUTMa Cepilla, KOTOPYIO MPUHSATO
paccMmarpuBaTh B YHCIIE MapKEepOB JJIEKTPHUUYECKOI
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HecTaOWIbHOCTH MHOKapaa. Oka3anoch, 4YTO MaTOJIO-
TUYEeCKHe 3HaYeHUsS] HAKJIOHA TypOYJICHTHOCTH y JIUI]
¢ MB ormeuarorcsi B Tpu pasa yaiile, Hexelu y JIuil,
BXOJSIIIIUX B KOHTPOJIBHYIO Tpymiy. OTCyTCTBUE TIO-
CICAYIOMIETO YPEKEHUsI CUHYCOBOTO PUTMA BBISBIIC-
HO BCEro y JBYX YEJIIOBEK OCHOBHOM TIpYIIbI, YTO
cocraBuiio 12,5 %, u BoBce He OOHApPYy>KEHO B KOH-
TPOJbHOU. YMEHbIIIEHUE YYBCTBUTEILHOCTH CUHYCO-
BOTO y3JIa K BEreTaTUBHBIM BO3ICUCTBUSAM TOJITBEPXK-
JlaeTCsl 3HAUUTENIbHBIM CHUKEHHEM MOIIHOCTH BCEX
CIIEKTPalbHBIX COCTABIAIONIMX CEPACUYHOIO PUTMA.
Takum 00pazoMm, B COBOKYTHOCTH CO CKJIOHHOCTBHIO
K TaXWKapAWW B JHEBHBIC YacChl, HYTO IOATBEPXK-
JaeTCsl YBEJIMYCHHEM IIUPKATHOTO HWHIEKCA, MOXK-
HO TOBOPUTH OO0 HMCXOJHOW THIIEPCUMITATUKOTOHHH
Y HapyLICHUM BEreTaTUBHOM PEryisiiuU CEepIACHUHOU
JIEeATEIIbHOCTH.

OpauM u3 HauOoJjiee M3YYCHHBIX U JIOKa3aHHBIX
MpenuKkTopoB kemynoukoBeix HPC cmyxut yBenu-
YEHHUE MPOJOLKUTEIBHOCTH U AUCIEPCUU HHTEpBaja
QT. TlpeBblllieHUE TTOPOTOBOTO 3HAYEHUS I KOPPH-
rupoBanHoro Q7 6omee 480 MC 3aperHCTPUPOBAHO
y IATOM 4acTH roHowed B MB 1 BOBCE HE BBISBICHO
B KOHTPOJILHOM TIpyMIe. YIIUHEHUE BIEKTPUUYECKOU
CUCTOJIBI COYETAETCS C YBEJIUUYCHHEM €€ ITUCIEPCHUU:
TIPEBBIMICHNE TIOPOTOBOTO 3HaueHHs Oojee 50 mMc 00-
HapyXeHO y TpeTu neBymek ¢ MB. DTu u3MeHeHus
TaK)Ke MOTYT OBbITh PACIICHEHbI KaK CBHJICTEIILCTBO T'U-
MEePCUMIATUKOTOHUM y marueHToB ¢ MB. Kpowme Toro,
BECbMa BEPOSITHO, YTO YUIMHEHHUE SJEKTPUUYECKON CH-
CTOJIBl JKEIYIOUYKOB CBSI3aHO CO CTPYKTYPHBIMH OCO-
OCHHOCTAMH CepfIa — TEHICHIIMEH K yBEIHMYCHUIO
Macchl MUOKapaa Ha (oHe 0oJiee TOJICTOrO MUOKapia
3aIHEH CTEHKHU JIEBOIO JKEIyA0UKa U MEXOKETYI0UKO-
Bo# meperopoaku [21, 23].

Wrtak, MOXXHO 3aKJIIOUNThH, YTO ISl JIUIT MOJIOIO-
ro Bo3pacta ¢ MB xapakTepHbl NPU3HAKU DIEKTPU-
YECKOW HECTaOMIBPHOCTH MHOKapJa, MPOSIBIISIONIUECS
3HaYUMbIM cHIkeHueM BPC, ymiuHeHuem 3eKkTpu-
YECKOM CHCTOJNIBI JKEIYIOYKOB, MATOJOTMYECKHM KO-
JTUYCCTBOM SKEITYIOYKOBBIX U TPEACEPIHBIX apUTMUM.
AHaJOrHYHBIC PE3yJIBTaThl MOJYYEHbI MPH 00CIIea0-
BaHUU manueHToB ¢ CM U NmepBUYHBIM MPOJIATICOM
MUTpanbHOro kiamaHa [32, 34], 4To MOATBEpPX AAECT
mpaBoty 3.B. 3emmoBckoro, paccmarpuaromero MB
B psay puOpwmmnonatuii [3]. dyHKIMOHANBHBIE Ha-
pyumenust y s, ¢ MB 00yciioBiieHbl 0COOEHHOCTAMU
COCIMHUTEILHOTKAHHOTO KapKaca cepAlla, a UMEHHO
YTOJIICHUEM MHUOKapJa U PACIIUPEHUEM KOPHS aop-
THI, KOTOpBIE OBUTH OMHCaHbl HamMu panee [21, 23].
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