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ECG FEATURES REMAIN IN YOUNG PEOPLE WITH MARFANOID HABITUS

Timofeev Eugene Viadimirovich, Zemtsovsky Eduard Veniaminovich

St. Petersburg State Pediatric Medical University. 194100, St. Petersburg, Litovskaya street, 2.

Contact Information: Timofeev Eugene Vladimirovich — MD, PhD, Associate Professor of Department of Propaedeutics
internal medicine. E-mail: darrieux@mail.ru

SUMMARY. According to the Russian recommendations on hereditary connective tissue dis-
orders, it was proposed to isolate a number of dysplastic phenotypes, the most common and
studied is marfanoid habitus (MH). It has been established that patients with MH develop re-
modeling of the heart and aorta, clinically significant cardiac arrhythmias. Characteristics of the
atrioventricular complex in patients with MH have not been previously evaluated. Materials and
methods. We surveyed 92 young men (average age 20.7+0.6 years). Were performed anthropo-
metric and phenotypic examinations, as rest ECG recording for 24 s in 12 standard leads. Results.
Young people with MH are characterized by a longer duration of the atrioventricular delay and
more frequent detection of episodes of ectopic atrial pace and migration of the supraventricular
pacemaker. Pronounced dysaxia (discrepancy of depolarization vectors in repolarization of more
than 60°) was detected mainly in young men with MH and was practically not registered in the
control group. Conclusion. The resting ECG does not allow to establish the essential features of
the atrioventricular complex in young people with MH. A third of young men with MH show a
significant discrepancy in the directions of depolarization and repolarization processes, which
may complicate the assessment of violations of repolarization processes.

KEY WORDS: hereditary connective tissue disorders; marfanoid habitus; dysaxia; AV
conduction.
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PE3IOME. CoriacHO pOCCHUCKHM PEKOMEHIAIIMSAM II0 HACJIEACTBEHHBIM HapyIICHUSM CO-
CAMHUTEJIBHOM TKAaHM CIEAYET BBIACHATH PSA AMCIIACTUYECKUX (PEHOTHUIIOB, CPEIU KOTOPBIX
HaubOoJee pacnpoCTPAHEHHBIM H U3YUYEHHBIM sIBJIsIeTCsl MapdaHougHas BHemHOCTH (MB). Yera-
HOBJIGHO, YTO y MaunMeHToB ¢ MB pa3BuBaeTcs peMonennpoBaHUe cep/lia U aopThl, a TaKxkKe
KJIMHUYECKH 3HAUMMbIC HApyIICHUsI CEPACYHOI'0 PUTMA. XapaKTEPUCTUKHU IPEICepIHO-Ke-
JyIOYKOBOTO KOMIUIEKca y nanueHToB ¢ MB panee He onenuBanuce. Mamepuansl u memoowl.
O6cnenoBano 92 roHomeit (cp. Bozpact 20,7+0,6 neT), MPOBOAMIOCH AHTPOIIOMETPHUYECKOE H
¢denorunmueckoe oOcnenoBanus, a Takke peructparnus K1 mokos B Teuenune 24 cexyHn B 12
OOIIENPUHATHIX OTBeAeHUSIX. Pesyrvmamol. J{ns ronomelt ¢ MB xapakrepHa Oosnbinas mpojod-
JKUTEIBHOCTb aTPUOBEHTPUKYJISIPHOM 3aIepKKU U 00JIee 4acToe BBISBICHHE 3IM30/10B 3KTOIH-
YECKOTr'0 NPEACEPAHOTO PUTMa U MUTPALIUH CYHPABEHTPUKYIISIPHOTO BOAUTENS puTMa. Boipaken-
Hasl TU3aKcusl (PacxXokKIeHHE BEKTOPOB ACMOJSpU3aluY B pernossspusanuu 6onee 60°) BbIsiBIEeHA
MPEUMYILECTBEHHO Y oHOIEeH ¢ MB 1 nmpakTuuecku He 3aperucTpupoBaHa B IPyIIe KOHTPOJIS.
Bui16oow. DKI' mokost He IO3BOJISIET YCTAHOBUTH CYLIECTBEHHBIX 0COOCHHOCTEH NpeacepaHO-Ke-
JyJOYKOBOTO KOMILIEKCa y JIUll Mosiogoro Bo3pacta ¢ MB. V tperu roHomeir ¢ MB BbIsiBIsieTCs
3HAYUTEIBHOE PACXOXKJECHUE HANPABICHUN NMPOLECCOB NEHOJSPU3ALNN U PENOIIpU3aLHU, YTO
MOXET 3aTPYIHATh OLEHKY HapyIlIEeHUI MPOLecCOoB PEnosIpU3alti.
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BBENEHUE

CortacHO pPOCCHMCKMM PEKOMEHAALHUSM 10
HACJICJICTBCHHBIM HApPYIICHUSM COCIIUHUTEIb-
Hoit Tkanu (HHCT), cnenyer BbnenaTs psja Ha-
CJICZICTBEHHBIX CHHJPOMOB M JMCILIACTUYCCKUX
(herorurnoB [2, 6], AMArHOCTUKA KOTOPBIX OCY-
LISCTBISETCS HA OCHOBAaHWUU BBISIBICHHS BHEIII-
HUX TIpHU3HAKOB nu33MOpuoreHesza. HawnbGomee
pacnpoCTpaHEHHBIM U W3yYEHHBIM JUCIUIACTH-
yeckuM (EHOTHUIIOM sIBIsieTcst MapdaHouHas
BHEmHOCTs (MB), aaropuT™ BBIABIEHUS KOTO-
pO#l YUYMTBHIBAaCT HAJIUYUE HE MEHEE 4YeThIpeX
KOCTHBIX TPHU3HAKOB AU39MOpPHOTEHE3a MpPHU OT-
CYTCTBUM DKTOIHH XPYCTaIIMKa M PACITUPCHHUS
aoptsl. B 2017 r. Hamu ObUT CKOPPEKTUPOBAH aJl-
TOPUTM BbIsiBIIeHUs MB ¢ yuetom crnierupudaao-
CTH OTJIENbHBIX TPHU3HAKOB — K Hamboiee
CTICIU(UIHBIM OBUTH OTHECEHBI apaxHOIAKTH-
TS, TOJIMXOCTEHOMENHUs, AehopMaluu TPYIHON
KJIETKHA, a TakXKe BBICOKOE apKOBHUIHOE HEOO.
IIpu Takom monxone MB BwusiBasercs y 11%
MPaKTHYECKU 37I0POBBIX JIMII MOJIOAOTO BO3pacTa
¢ TeHiepHbIM cooTHOMerneM (M :2K) 2: 1 [3].

Kimuanyeckas 3HauumMocth MB kak mpeaukro-
pa pa3BUTHs CTPYKTYPHBIX U (PYHKIIHOHAIHHBIX
HapYIICHUH CO CTOPOHBI Pa3IMYHBIX CHCTEM ITOKa-
3aHa BechMa yoemurenbHo. OIHON U3 BO3MOMHBIX
MATOTEHETHUECKUX TIPUYMH TUCTIIACTHYECKOTO pe-
MOJIEJIMPOBAHUSI CEPAEYHO-COCYAUCTON U KOCTHOM
CHUCTEeM MO)XHO HasBath aktuBarmio TGF-f cur-
HAJIBHOTO ITyTH, XapaKTePHOH Ui TalMeHTOB C
MB [17]. U3BecTHO, YTO OONBIIOE KOIHMYECTBO
crenM(UYHBIX KOCTHBIX ITPU3HAKOB aCCOIUHPOBA-
HO C CYHIECTBEHHBIMH CJIIBUTaMH MeTabonm3ma
KOCTHOW TKaHU, TIPOSIBIISIFOIIUMICS TIPEoOalaHu-
€M IPOLIECCOB OCTEOPE30POIMU HaJ OCTEOCHHTE-
30M, 4TO B UTOTE MPUBOIUT K 00ETHEHUIO KOCTHON
TKaHH COJISIMH KaJIbIUsI ¥ PAa3BUTHIO OCTCONICHUN
[10]. C opyroii CTOpOHBI, y TAKMX MALMEHTOB YaIlle
BBLABIISIIOTCS KIIMHUYECKH 3HAUYUMbIE Mallble aHO-
MaJlUH CepALla ¥ MPHU3HAKH TUCIUIACTUYECKOTO pe-
MOJICTTUPOBAaHUS MHOKapAa JIEBOTO IKEITyJ04Ka,
CONPOBOXIAIOIIMECS ~ CHW)KCHHEM  JIOKAJIbHOM
cucronnyeckoit ero aedopmammu [5, 9]. Kpome
TOTO, JJIsl IAIeHToB ¢ MB xapakrepHo mporpec-
CHBHOE yBEJIMYCHHE C BO3PACTOM JTHaMETPa Maru-
CTpPAJBHBIX COCYNIOB, B TIEPBYIO O4Yepelb — aO0PThI
[12, 15]. Y yactu nanueHToB ¢ MB yke B Monomnom
BO3PACTE BBISABISIOTCS 3HAUUMBIE HAPYIIEHHUS Cep-
JICYHOTO PUTMA — TIAPHBIC W TPYMIIOBBIE CYIIpa-
BEHTPUKYIISIPHBIE SKCTPACUCTOJIBI U JKETYJOUKOBAS
AKCTPACHUCTONIMSI B TATOJIOTHYECKOM KOJIMYECTBE

(6omnee 10 3a mo0OI Yac MOHUTOPUPOBAHUS), a B
CTApLIMX BO3PACTHBIX TPYIIAX — [APOKCU3MBI
¢ubpmsanum npencepauii [16]. ITokazansl Takxe
0COOEHHOCTH BEreTaTUBHOMN PEryJIsIIiU CepieuHO-
IO PUTMa — CHIDKCHUE BPEMEHHBIX U CHEKTpPalb-
HBIX IOKa3aTesiel, 4YTO MOXKET PacleHUBAThCs Kak
YMEHBLICHUE YyBCTBUTEIILHOCTH CUHYCOBOTO y3J1a
K BEreTaTUBHBIM BIUSIHUAM Ha ()OHE MCXOIHON TH-
nepcummnarukotonnu [11, 13]. Hammuwne Berera-
TUBHOM TUC(YHKIIMN MPOSIBISIETCS TAKXKE HapyIIe-
HUSIMH TIPOLIECCOB PETOJISIPU3AIMN TIPU TIPOBEJIe-
HUU BEreTaTuBHBIX TECTOB [7, 8].

OpHako XapaKTEpPUCTHKHU IMPeACcepIHO-KENTy-
JIOYKOBOT'O KOMIUIEKca y narueHToB ¢ MB panee
He oleHuBanuch. He m3ydanuce paHee u oco-
OEHHOCTH MPOEKINH OCHOBHBIX BEKTOPOB pe- U
JENOoIsipu3aluid BO (POHTAIBHOM IIOCKOCTH.
Mexay TeM HaluM4yue€ BBIPAXKECHHOW JIM3aKCUU
MOXET 3aTPyAHATH OLEHKY HapylIEeHHH Ipolec-
COB PENOJIAPU3ALUY.

MATEPWAJIbI U METO/IbI

B pamkax njaHHOTO McCeI0OBaHUS TPOBEACHO
obcienoBanme 92 ronomeit (cp. Bospact 20,7+0,6
net). Bcem manmeHTaM BBIITOIIHEHO aHTPOIIOME-
TpHUecKoe U PeHOTHIINYECKOe 00CIIe0OBaHus, a
takxke peructpauus OKI' mokos B TeueHue 24
cekyHl B 12 oOmenpuHATHIX oTBeaeHusx. O0-
UM 0CMOTP, CHENUATBHBIA OCMOTP OTAEIbHBIX
JyacTel Tesla U aHTPOIIOMETPUUECKHE U3MEPEHHUS
ObUIM HampaBlIeHbl Ha BBISABICHHEC BHEIIHUX
CTUTM JU33MOpHOreHe3a. BeIABIAIUCH Ciiemyto-
1IMe KOCTHBIE NMPHU3HAKU: CKOJHOTHYECKas Je-
(dbopManvs T03BOHOYHHUKA, KUIEBUAHAS U BOPOH-
KooOpasHasi JedopManuu TPyAHOH KIIETKH,
apaxHOAAKTHIUS (OTpEeAeIsiach Mo HATUYUIO Y
MalMEHTa TECTOB 3aIsiCThsi W/UIU  OOJBIIOTO
najiblia), TIOCKOCTOINE, BBICOKOE apKOBHJIHOEC
HEOO (He MeHee 2,5 cm). Jlms pacuera ko3 du-
UEHTOB JOJHMXOCTCHOMEINU MPOBOJMINCH aH-
TPOTIOMETPUYECKHE N3MEPEHUsT B COOTBETCTBUU
¢ oOmEenpuHATHIMU cTaHaapTamu [4, 11].

CTaTucTHKA: KONMYECTBEHHBIC JJAHHBIE TPe]l-
CTaBJCHBl KaK CpeJHeetCTaHIApTHOE OTKIIOHE-
HUe. 3HAYMMOCTh Pa3IMINi MEXTy KOINIeCTBEH-
HBIMH TIPU3HAKAMH, IMEIOIUMH HOpMaJIbHOE pac-
npejieNieHre, — ompeessuiach  MPH  TOMOIIH
t-kputepust CTBIOZICHTa; MEXIy KauyeCTBEHHBIMU
NpU3HAKAMH — TP TIOMOIIM JBYCTOPOHHETO
togHoro kputepus Pumrepa (p < 0,05). Craructu-
yeckasi 00paboOTKa JTaHHBIX ObliIa BBITIOJHEHA TPH
TTOMOIIIH TIporpaMmbl Statistica 8 (StatSoft, Inc.).
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PE3YJIbTATbI

[Ipu BbIAENICHUM I'PYNIBI JUL C NPU3HAKAMHI
MB nony4ensl faHHbIE 0 O0Jiee YacTOM BBISIBIIE-
HUW 3THU30/I0B MUTPAIMHA BOAWTENS PHUTMA IO
npeacepausiMm (MBP) u sxronmueckux mpen-
cepaHbiXx putMoB (Tadm. 1). Cpennue 3HadeHUS
YCC u BcTpeyaeMOCTh CHUHYCOBOM TaXHKapAHHU
u OpaguKapIuy OKa3aJuCh COMOCTAaBUMBI B 00e-
ux rpynnax. MOXXHO NpeAnoNoXUThb, YTO Ha-
3BaHHBIE HApYLIEHUS CEPJEYHOr0 PUTMA TECHO
CBsI3aHBI C BETETATMBHBIM TUCOANaHCOM, CTONb
XapakTepHbIM 11 aul ¢ MB.

Kak cienyet u3 Tabnuubl 2, TPOAOIKATEIb-
HOCTh 3y0Oma P okazanmace meHbme y aur ¢ MB,
B TO )K€ BpeMs MPOJOKUTEIbHOCTh HHTEpBaa
PQ Obla HECKOIBKO BBIIIE. DTH Pa3Iudus MPHU-
BEJIM K 3aMETHOMY YBEIWYEHUIO JUIUTEIbHOCTH
cermeHTa PQ, KOTOpHIN OKa3ajcs AOCTOBEPHO
0oJbllIe y JINL OCHOBHOW TI'PyHIBI 110 CpaBHE-
HUIO C  KOHTpoibHOH  (66,0£19,4  vs

Tabnuya 1
ITokazarenu 4acTOThI CEPJICUHBIX COKPALIEHUI

1 ocobeHHOCTH cepredHoro putMa Ha DKI' mokost
y IOHOIIEH ¢ Map(aHOUIHOH BHEITHOCTHIO

54,1£28,9 mc, p = 0,005). Cpennsis mpogOIKU-
TenpHOCTh MHTepBasa QT Takxe He pasznnua-
Jach B aHAJU3HUPYEMBIX TPYIIax, YKOpOUeHHE
W YIJUMHEHHE O3TOr0 HWHTEpBajla BBISBISIIOCH
C OJJMHAKOBOM 4acTOTOM.

Cregyer OTMETHTbh, YTO, HECMOTpPSI HA OTHO-
CUTEIBHO OOJIBIIYI0 MPOAOKUTEIBHOCTh HWH-
tepasia PQ y nun ¢ MB, Hu y oHOTO 1OHOIIN
no pesynbraram DKI-1okost He ObLIO BBISBICHO
AB-6nokaner 1-if creneHu.

Jlanee Mbl Ompeneawsii dNEKTPUUECKUE OCHU
BEKTOPOB JEnoJsApU3aun KEITyT0YKOB
(yron o QRS) u penonspuzalnuy KeIyJ04KOB
(yrom o T) BO ¢ppoHTaIBHOW MIIOCKOCTH, U OIle-
HAJIA pa3HUIly MEXKIy HUMH (am3akcuio). Pe-
3yAbTaThl 3aBUCHMOCTH BEJIMYMH HA3BaHHBIX
YIJIOB MPEACTABICHHI B Ta0nuie 3.

W3 tabmunsl criemyet, uyto ans iwmn ¢ MB xa-
pakTepHa CKIOHHOCTh K BEPTUKAJIHHOMY MOJIOXKE-
HUIO AJIEKTpUYECKOil ocu cepaua — yroa o QRS
y I0HOIIENH OCHOBHOM rpynmnsl 82,9+18,5° B koH-
TposbHO# 73,3+22,6°, p = 0,06. BennumHa mu3ax-
cuu y ymn ¢ MB okazamace HamOonbIiei
(37,7£24,7°) n noctoBepHO OOJIBIIEC 1O CpaBHE-
HUIO C Irpymnmnoi kouTposs (22,8+16,0° p =0,009).
Ucnonb3oBanne mopora B 60° mO3BOJIIET BBISB-
JATh AW3AKCHIO OOJiee 4eM y YeTBEPTH IOHOIICH
OCHOBHOM TpyIIBI, YTO CYIIECTBEHHO Yallle, He-
KeIu B Tpytne KoHTpous (2,5%), p = 0,004.

OBCYXXQIEHWE PE3Y/IbTATOB

MB KonTpons
25-100% | 40—100%
[Tokasarens 6 5 p
abe. |, o, | a0C. | o,
YHUCII0 YHUCII0
YCC/mun 76,7+17,2 74,8+14,5 0,93
CunycoBas
TaxXUKapaus 6 24,0 6 15,0 0,51
(> 90/muH)
CunycoBas
OpaguKapaus 3 12,0 8 20,0 0,51
(< 60/muH)
MBP/
3KTOHI/I‘I€CKI/I\I’/I 3 12,0 0 0 0,05
MIpeaCePIHBII
puT™

Takum oOpa3oMm, HaMU OIICHEHBI OCHOBHEIE
OKI'-xapakTepuCcTHKU y ULl MOJIOJOTO BO3pacTa
¢ mpuzHakaMu MB. AHamu3 MpOmOKUTEIHHO-
CTH OCHOBHBIX 3yOIIOB M MHTEPBAJIOB HE IMO3BO-
JIUJ BBISIBUTH JOCTOBEPHBIX paznuuuii. Ciemxyet
OTMETHTH TOJIBKO OTHOCHTEIHHO OOINBINE 3HA-
yeHus y toHomer ¢ MB cermenta PQ, uto npu
pPaBHOM TPOMOIDKUTEIBPHOCTH 3ybma P, Moxker
paccMaTpuBaThCS KaK CBHJIETEIBCTBO OOJNbIIEH

Tabnuya 2

AHanm3 MpoJIoJDKUTEIFHOCTH 3yOnoB 1 nHTepBaioB DKI' y roHOmEH ¢ Map(haHOUJHOM BHEITHOCTHIO

IMokasareb l\i[B KOHEPOHL .
(n=25) (n=40)

P, mc 80,8+16,1 85,3+13,9 0,25
Hurepsan PQ, mc 146,8+22,9 139,4+29,7 0,26
Cerment PQ, mc 66,0+19,4 54,1+18.9 0,005
QRS, mc 83,2+12,8 84,1124 0,11
QT, mc 338,4+40,0 338,8+24,6 0,96
QTec, mc 377,3£32,9 374,6+26,3 0,73
QTec <350 mc 4 - 16,0% 5 - 12,5% 0,72
QTc > 450 mc 1 — 4% 0 0,38
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Tabnuya 3
Bexkropnsiit ananu3 OKI' y roHomielt ¢ MapdaHoniHON BHEIHOCTBIO
IMokaszarensb l\i[B KOHE‘pOIIL b
(n=25) (n=40)
a QRS, ° 82,9+18,5 73,3+£22,6 0,06
aT,® 55,9+22,6 61,6+£21,6 0,31
Cpenusist nu3akcus, © 37,7£24,7 22,8+16,0 0,009
JHusakcust (> 30°) 16 — 64,0% 19 -47,5% 0,21
Jusakcust (> 60°) 7—28,0% 1-2,5% 0,004

aTPUOBEHTPUKYISAPHON 3a1€pKKU U CKIIOHHOCTH
K pazButuio AB-6mokansl. HecMoTpst Ha oTCyT-
CTBHE HIHU30A0B MATOJOTMYECKOTO YIJIMHEHUS
PQ npu 3anucu crannapraoit KT, 3To npeamno-
JIO)KeHUE OBIJIO TOATBEPKACHO pe3yabTaTaMu
xontepoBckoro MoHutopupoBanus OKI, moka-
3aBIIMMHU, 4TO0 AB-0O1mokazna 1-i cTereHu B Teue-
HUE CYTOK BBIABIAETCS TONBKO y iul ¢ MB
(39,3% vs 0 % cootBeTcTBeHHO, p <0,01) [14].

Kpome Toro, ycTaHOBIEHO, UTO AJI MAIlUEH-
ToB ¢ MB xapakrepHo 0osiee 4acToe BbISBICHUE
3MU30[10B IKTOMUYECKOIO MPEACEPAHOr0 pUTMa
U MUTpalUU CYyNpPaBEeHTPUKYISIPHOTO BOIUTEISA
putMma. Takue ke pe3ynpTarsl 0 Oojee 4acToM
BBISIBICHUM JKTOMUYECKUX HAKETYIOYKOBBIX
PUTMOB OBLITH TIOJTYYEHBI MPH aHAIU3€ 3amnucei
XOJTEPOBCKOIO MOHUTOPUPOBAHUS TAKUX IALU-
eHTOB [14]. DTH HaXOAKU MOTYT OBITH OOBSICHE-
HBI BET€TaTUBHOM NUCYHKINEH W yMEHBIICHU-
€M YyBCTBUTEIBHOCTH CHHYCOBOTO y3J1a K Bere-
TaTUBHBIM BIUSHUSIM [1].

BaxHpIMU IpEeACTaBISIOTCS HAM TaKKe BbI-
SIBJICHHBIE CYIIECTBEHHBIE PACXOXKJIEHUS Ocel
Jle- ¥ pertosIpu3anuy (Iu3akcus) y aui ¢ MB —
BbIpaXCHHasl Ju3akcusi (Oonee 60°) BbIsiBICHA
MIPEUMYIIECTBEHHO y IOHOMIEH ¢ OOJBIINM YHC-
JIOM CTIeNH(PUYHBIX KOCTHBIX MPHU3HAKOB JIH33M-
Opuorenesa. YUUTBIBaTh CTOJIb YACTOE HECOBMA-
JIEHHE DJIEKTPUYECKOM OCH Cceplla U BEKTOpa
penosipuzanuu HeoOX0AUMO IPU OLIEHKE Hapy-
IIEHUI TPOIECCOB PETOISPU3AIUN Y TaKUX Ia-
LIUEHTOB.

BbIBO/bI

1. OKI' moxos HE TTO3BOISIET YCTAHOBUTD CYIIIE-
CTBEHHBIX 0COOCHHOCTEH IpenIcepaHO-Kely-
JIOUKOBOT'O KOMILIEKCA y JHUI[ MOJOIOI0 BO3-
pacra ¢ MB. s BbIABICHUS HapyLIEHUMN
pUTMa U OPOBOAUMOCTU TaKUM MalMeHTaM
II0KA3aHO IIPOBEIECHHUE XOJITEPOBCKOIO MOHU-
topupoBanus JKI' B TedeHune cyTox.

2. V yetBeptu 1oHO1IEH ¢ MB BrisiBIsIeTCS 3HA-
YUTEJIBHOE PACXOXKICHUE HAIpPaBICHUN MpO-

[[ECCOB JIEMONSAPU3aLUN U PENOsIpHU3aIi,
YTO CJEeNyeT YUUTHIBATh IPH OIIEHKE HapyIlIe-
HUI IPOLIECCOB PETOIPU3ALIH.
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