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C yenvio oyeHku pacnpocmpaneHHocmu OUCHIACMUYECKUX CUHOPOMO8 U (DeHOMUNOE y NPAKMUYECKU 300POGbIX
JIUY MONI00020 803DACIA U UYUEHUS 63AUMOCEA3EU MENCAY YUCTOM KOCIMHBIX NPUSHAKOS U NaApAMempamu cepoeyHoeo
pUmMMa u pacnpocmpaHeHHOCmso apummuii oociedosano 111 ucnvimyemvix 6 sospacme om 18 0o 25 (20,2+1,7) nem, u3z

Hux 37 oHowell u 74 oegywiku.

KuroueBble ciioBa: 310poBbIe JIMIA MOJIOAOI0 BO3PACTA, MUCILIA3NA COCIMHUTEIBLHONW TKaHH, MapdaHonIHas
BHEIIIHOCTb, X0/ITepoBcKoe MoHuTopupoanue JKI, Hapyuenus purMa cepana, BapuadeJbHOCTh CepAeYHOr0 pUTMa

To study prevalence of syndromes and phenotypes of dysplasia in healthy young adults and to study correlations
between the number of bone signs as well as the heart rhythm parameters and the prevalence of arrhythmias, 111 subjects
aged 20.2+1.7 years (18 25 years) including 37 males and 74 females were examined.

Key words: healthy young adults, connective tissue dysplasia, marfanoid appearance, ECG Holter monitor-

ing, cardiac arrhythmias, heart rate variability.

3a mojBeka, MPOMIEANIMX OT Hayaja MPUMEHEHUs
XOJITEPOBCKOro MoOHHUTOpHpoBanusi (XM), KiInHHYecKas
MIPAKTHKA HAKOIMJIA OTPOMHBIN OIBIT OLIEHKU CEPACYHOrO
pUTMa 1 AMarHOCTHKH €ro HapyIIeHUH y JIni 0e3 Ipu3Ha-
KOB KapauanbHOH narojoruu. CTaTUCTUYECKUE MapaMeT-
pBI U MOKa3arenu BapuabenbHOCcTH putMa cepana (BCP)
CTaJIU IIUPOKO HCIHONB30BaThCs A OLEHKHM Xapakrepa
BEreTaTUBHOM pEry/siiud M (DYHKIHOHAJIBHOTO COCTO-
stHust ucnbityeMbix [1, 12]. Metonsl ouenku BCP mony-
YUJIM OCOOEHHO HIMPOKOE PaclpoCTPaHEHHE IOCJE BbI-
xoza B cBeT B 1996 roqy pekoMeHJaluii mo crangapram
HM3MEPEHUs] 1 HOPMaTUBaM BPEMEHHBIX U CTaTUCTHUECKUX
rapamMeTpoB PHUTMa Cep/la, IMOATOTOBJICHHBIX padodel
rpynmoit EBporieiickoro kapanoaorn4eckoro ooIecTsa u
CeBepo-AMeprKaHCKOH Accolanny 3IeKTpOPU3HOIOT I
U Kapauoctumyisiiiuu [27]. 3HaKOMCTBO ¢ STUMHU HOpMa-
THUBAaMH CBHJIETEJILCTBYET O TOM, YTO paz0Opoc rnokasaresien
BCP BecbMa BesuK, Tak 4TO y IPAKTHUECKH 3I0POBBIX JIUI]
MOJIOZIOTO BO3pacTa BEJIMYKMHA CTaHIaPTHOTO OTKJIOHEHMUS
COIIOCTaBMMA CO CPEAHHUMH CTaTUCTUYECKUMH IOKa3are-
JIIMU pUTMa cepaua [5].

[Iupoxoe ucnonb3oBanue XM B KIMHUYECKOH MIpaK-
THKE NI0Ka3aJI0 TaK¥Ke, YTO y MPAaKTUUECKU 3I0POBBIX JIUI]
MOJIOZIOTO BO3PAcTa 4acTO BCTPEUAIOTCSI HE TOJIBKO BhIpa-
JKEHHAsl CUHYCOBasi apUTMMUsI, MUTpallUs CYNIPaBEHTPUKY-
JIIPHOTO BOJUTENSI PUTMA, CAMHUYHbBIC HA/HKEITYJOUKOBBIE
1 KETY0UYKOBbIE SKCTPACUCTONIBI, HO TaK¥Ke M KCTPACUC-
TOJIHSI IOBOJIBHO BBICOKHX I'pajialiuil ¥ Aaxe MU30/bl Ma-
POKCH3MAaNbHBIX HapylleHHH putMma. Takue HAXOIKU He
SIBJSIFOTCSL PEIKOCTBIO M OOHAPYKUBAIOTCSI, B TOM YHCIIE,
y IPaKTUYECKU 30POBBIX JIUI] MOJIOIOr0 BO3pacTa, CTaBst
B TYNUK KJIMHHUIKCTOB M Bpadel (pyHKIMOHAIBHOH ana-
rHoctuku. Tak, o nanueiM FO.B.11lyoOuka [14], kopoTkue
MapOKCU3MbI Ha/KEIYIOYKOBBIX Taxuaputmuil (3-4 xom-
miekca) peructpupyores y 10-18% mpaxrudecku 310po-
BBIX JIIOZICH, MapHasl JKeNlylI0uKoBasi 3KCTPACUCTONIUA - B
4-60% cnyuaeB. OOBIYHO TaKHe HaXOAKH, rociie Oes3pe-
3yJIBTaTHOTO KJIMHUYECKOTO OO0CIEIOBaHUS, TPAKTYIOTCS
Kak MpOSIBJICHUE BEreTaTMBHOW TUCQYHKIMH. YUUTHI-

Basi TO 0OCTOSATENLCTBO, YTO OJAHOW M3 HanboJee YacThIX
MPUYUH PA3BUTHsI BETCTATUBHOW TUCQOYHKIMH SIBISCTCS
mucmiasuu coenunutenbHoi Tkanu (JICT), ecth Bce oc-
HOBaHMs II0JaraTb, 4YTO TPH pa3zpabOTKe HOPMaTHBOB
pUTMa ceplla U TPAKTOBKE CEPACUYHBIX APUTMUH Clemy-
er yuurbiBath npusHaku JICT. OGOCHOBaHHOCTH TaKOro
MIPETIOJIOKEHNST TIOATBEPKAAIOT JINTepaTypHbIe JTaHHBIE,
cBujeTenseTBytomue, uto npusHaku JJCT noBonbHO yac-
TO CONPOBOXKJAKOTCS PA3BUTHEM PA3IMUHBIX HAPYIIEHUI
pUTMa ¥ IpoBOoAUMOCTH [17].

Heo0x0auMo OTMETHTB, YTO 3a IIOCJEIHHE TOJIbI
npencrasienust o JJCT B Poccun cyniecTBeHHO W3MEHHU-
nuck. Haunnas ¢ 90-X To0B U 70 HEIaBHETO BPEMEHH,
tepmuH JICT ucnonb3oBajics Kak CHHOHUM IOHSTHS Ha-
ciellyeMOe HapylIeHHWE COEIUWHUTENIbHON TKaHu. bbuio
npussito nenuts J{CT Ha nuddepenunpoBanubie u Heud-
(depenuuposanssie [ 16, 8]. Jlnarnocrrka nenuddepenmm-
posanHbIX J[CT cTpounace Ha BBISIBIEHUHM IPOU3BOIBHO
N30paHHOr0 KOJIMYeCTBa MPU3HAKOB JH3MopdoreHesa (Ko-
JINYECTBEHHBIH MOJX0/), YTO MPUBEJIO K TUIEPIUArHOCTU-
ke JICT u Hu3KO#M MexXucclieZ[oBaTesIbCKOM BOCIIPOU3BOIN-
MOCTH Pe3yJbTaToB.

C Hamell TOUKH 3peHHs, IPUHATON KOMHUTETOM OK-
cneproB BHOK (2009), cnemyer oTka3aTbCsi OT HOHSITHS
venudpepenppoannbie JJCT u monumars mox JCT
HapylUIeHUsI COCIMHUTENILHON TKaHU TOJUT€HHO-MYJBTH-
(axTopraIbHON MPUPO/BI, 00bEAMHEHHBIC B CHHIPOMBI U
(heHOTHUIIBI HA OCHOBE OOLIHOCTH BHEIIHUX W/WIIM BUCIIE-
pasIbHBIX TpU3HAKOB [6]. [lomuepkHEM, 4TO HEOOXOTUMOCTh
UCIIOJIb30BAHMSI IIPE/ICTABICHUH O IOJIMTEHHO-MYJIBTU(AK-
TOPHAJIBHBIX 3a00JIEBAHUSIX U COCTOSHUSIX NTPUMEHUTEIb-
HO K JICT BO MHOTOM CBsi3aHa KaK ¢ OOBCKTHBHO CYIICC-
TBYIOIUMH TPYIHOCTSMHU B H3YYCHUHU MOIUMOP(HU3MOB U
MyTaluil MHOXeCTBa T€HOB, OTBETCTBEHHBIX 3a CTPYKTYpY
1 (QYHKIMIO COSJMHUTEIBHON TKaHH, TaK U C TNIyOOKUM OT-
CTaBaHUEM MOJIEKYJISIPHO-TEHETHUECKUX HUCCIIEA0BaHUN B
Hauiei crpase.

IIpunsarele Komuterom DxcneproB Poccuiickue pe-
KOMEHJAIMM IO HACIEAyeMbIM HapyLICHUSIM COEAMHU-
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TEJIHOM TKAaHU BBIJCISIOT IIECTh KIACCUPHIUPYEMbIX
JMCIUIACTUYECKUX CUHIpOMOB M (enorunos (JICud),
CpeaM KOTOPBIX Ha3BaHbI MPOJANC MUTPAJILHOIO KJIalaHa
(IIMK), mapdanonnnas Baemnocts (MB), mapdanoro-
JOOHBIH, 251epconofo0HbIil U CMeIIaHHbIH (EHOTHUIIBI, a
TaKKe CHHIPOM T'MIEpPMOOMIBHOCTH cycTaBoB. Paspabo-
TaHbl AIrOpUTMBbl quarHoctuku J1Cu®, xoropsle onupa-
IOTCSI Ha COIVIACOBAHHbBIE MEKIYHAPOIHBIM COOOIECTBOM
pexomenanuu [18, 20, 22]. OHako pacipoCTpaHEHHOCTh
otaenbHbIX JJCud cpeau npakTHUeCKU 310POBbIX JIUI] MO-
JIOZIOTO BO3pacTa OCTaeTCd He U3YyUCHHOMH, a aHalIu3 MpU-
YHH HEOJHOPOAHOCTHU IOKa3aTelel CepeuyHOro putMa u
pPa3BUTHS CEPACUYHBIX apUTMUI CpeAU MPaKTHUUECKU 3710-
POBBIX JIMII MOJIOIOTO BO3pacTa ¢ MO3ULUN KOHIETIIUN O
JACu®d ne npoBouics.

OnyOnuKoBaHHBIE paHee JaHHbIE KacalluCh CpaBHE-
HUSI CEp/ICUHBIX apUTMHM Y JIMII C TaK Ha3bIBaCMBbIMHU He-
muddepenunposannbivu JICT U 3110pOBBIX JIMIL TOTO XKe
Bo3pacTa u nonia [17]. [Ipu TakoM cpaBHEHUU Y JIUIL C HE-
muddepenunposannbivu JICT ware nuarHoCTHpOBAIUCH
HapyIlIeHHs CepJICUHOr0 PUTMA, HO BOIPOC O TOM, KaKue
13 MPU3HAKOB JUCIUIA3UM U KaKOM M3 AMCIUIACTHYECKUX
CHHIIPOMOB CII0OCOOCTBYET Pa3BUTHIO CEPIICUHBIX apUTMHI
IPY MCHOJIB30BAaHUH TAKOTO MTOAX0/1a HE MOT OBITH PEIICH-
HBIM. AHalM3 JMTEPaTypHbIX JIAHHBIX JaBajl OCHOBaHHE
oJiaraTh, 4YT0 HaHOOJNBIINI BKJIAJ B M3MEHEHHE IOKa3a-
teneit BCP u passurue apurmuii BHocut IIMK [9]. Kpome
TOTO, paHee HaMK OBbLIM IOJTYy4YEHBI JJaHHbIE O BOZMOXKHOU
B3anMocCBs3u Mexxay koctHeiME nipu3Hakamu (KIT) JICT n
pasButueM aputmuii y 6omsabix ¢ UBC [7].

OTHU NaHHBIE MOCITYKWIH OCHOBaHUEM IS MPEJIo-
JIOKEHUS O TOM, 4TO MMEHHO kocTHble npusHaku J[CT,
0COOCHHO TECHO CBSI3aHHBIC C BEreTaTMBHOW IUCHYHKIH-
ell 1 HapylIeHHeM MEXaHU3MOB MEKKJIETOYHOI'O B3aUMO-
JICUCTBHS, MOTYT COIIPOBOX/IATHCSI 0COOCHHO 3aMETHBIMU
n3MeHeHusaMu napamerpos BCP u yBennueHneM 4acToThl
pa3BUTHS HapyLIECHUH CEepP/IeUHOr0 PUTMA U MPOBOUMOC-
Tu. U1 IpOBEPKU U3JI0KEHHOW T'MIIOTE3bl HaMH IpOBe-
JICHO HCCIIEeIOBaHUE, LENbI0 KOTOPOrO SIBWJIACH OLCHKA
pacnpoCTPaHEHHOCTH JAUCIUIACTUYECKUX CHUHIPOMOB U
(DEHOTUIIOB Y MPAKTHYECKH 3[0POBBIX JIUI] MOJIOOTO BO3-
pacTa u U3y4eHue B3auMOCBsA3eH MEKIY YHCIOM KOCTHBIX
MIPU3HAKOB, MapaMeTpaMH CEpJEYHOro pUTMa U PacIpo-
CTPaHEHHOCTbIO apUTMHUIL.

MATEPHUAJI U METO/JbI UCCJIEJOBAHUSA

O6cnemoBano 111 «IIpakTUYIECKH 3MOPOBBIX) HCITBI-
TyeMBIX B Bo3pacte ot 18 mo 25 (20,2+1,7) ner, u3 Hux 37
foHOIIEH n 74 neBymiku. BeeM BKITIOYEHHBIM B 00CIe0Ba-
HHE TIPOBEICHO KIIMHUYIECKOE, (DEHOTUITHYECKOE 1 HXOKap-
muorpaduaeckoe (OxoKI') obcnemoBanue, a TaKkKe IOIH-
¢yuaxkunonamproe XM Ha ATTK «Kapanorexanka-04-AJ[3»
«IHKAPT». ®eHOTHUNIHYECKOE M AHTPOINOMETPUYECKOE
o0cneoBaHNEe MPOBOIMIIOCH C WCIIONB30BAaHWEM CIICIH-
ANBHO pa3pabOTaHHON KapThl, YYNTHIBAIOMICH OCHOBHBIC
TIPU3HAKY JUCIUIA31H, BKIIOUYCHHBIC B YIIOMSIHYTHIC BBIIIE
MexayHaponHeie kputepun. Koctapie npusHakun JCT
BKITIOYAJI B ceOs apaxHONAKTHIINIO, BOPOHKOOOPA3HYIO
I KWIEBHIHYIO 1e(OpPMAIMIO TPYJHOH KIETKH, apKo-
BHIHOE HEOO, HAPYIICHUE TIPOTIOPIIN Tena (BBHITIOTHEHUE
XOTs OB OMHOTO U3 4-X TaK Ha3BIBAeMBIX KO3(D(OUITNCHTOB
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JTOJTMXOCTCHOMEIIUH),  CKOJHOTHYCCKYIO  Je(POpMAIIIO
MI03BOHOYHHKA, IJIOCKOCTOINE, U3MEHEHHE (POPMBI yepe-
na. [Ipy BBISBICHUU YETHIPEX M 00JCe KOCTHBIX IPU3HA-
koB nuarHoctuposanack MB. Tlonmunosunnonnoe 9xoKI!
HCCIIEIOBaHKE UCTIOIB30BANIOCH [UIs BBISIBICHUS ITpoJIarica
MUTPAJIBHOTO KJIallaHa U MaJibix aHoMmanuii cepana (MAC).
Juarnocruka apyrux JICu®d npoBoauiach Mo paHee omyo-
JINKOBAHHBIM aJIFOpUTMaM [6].

K cungpomy [IMK oTHOCHINCH ciiyyau BBISBICHUS
Ox0KI" npu3HakoB BEIOYXaHHUs CTBOPOK MUTPAJILHOTO KJla-
1aHa B TIOJIOCTH JIEBOTO MpEACepHs Ha 3 MM U Ooliee B co-
YeTaHUH C MUKCOMATO30M CTBOPOK (CTBOPKH) B TUACTOIY
1o 5 mm u 6oee (knaccudeckuit [IMK), mu6o TIMK 6e3
yToJIeHus: cTBOpoK (Heknaccuueckuit [IMK) ¢ mpusHa-
KaMH{ CHUCTEMHOTO BOBJICUEHHUSI COCTUHHUTENLHON TKaHHU.
[TponabupoBaHue CTBOPOK B MOJIOCTbH JIEBOTO MPEACEPAMS
He Oosee 2 MM paccMarpHBaIOCh Kak Majias aHOMaJHs
cepaia (MAC). KonmudecTBeHHBIH TOAXO K JUArHOCTH-
ke JICT He mpuMEHSICS U BCE CIy4yau BBIIBICHUS TPEX U
6onee paemHux npusHakoB JICT, He yKIIaIbIBArOIIUECS B
OJIMH W3 BBIIICHA3BAaHHBIX (DEHOTUIIOB, PACCMATPHBAIIKCH
KaK BapuaHT HOPMBI.

I'pynna ronomeit ¢ MB, BbIsiBIEHHOI IPU CKPUHMH-
re, ObUIa B JaJIbHCHIEM JOMOJNHEHA 29 TalMeHTaMH C
5TUM (PEHOTUIIOM TOTO YK€ BO3pacTa, YTO MO3BOIMIO CHOp-
MHPOBaTh perpe3eHTaTuBHyo0 rpymiy jun ¢ MB (42 06-
CJICJIOBAaHHBIX).

MHNOJYYEHHBIE PE3YJIBTATbI

Kak MBI y’ke oT™Me"any, OTHOH U3 MPUYUH OONIBII0-
ro paszbpoca 3HadeHHUil mokaszareneit BCP moxeT OBITH
MIPUCYTCTBUE B TPYIIE MPAKTHYECKH 3TO0POBBIX JIUIl MO-
JIOZIOTO BO3PAcTa JIMI C PA3INIHBIMHU IUCIUIACTHYECKUMHA
CHHApOMaMu W (EHOTHUIIaMHU. B cuily M3I0K€HHOTO Bce
UCTIBITYeMbIe OBUTH OOCIeNOBaHBI (D)EHOTHUIIHMYECCKH U, B
COOTBETCTBHE C alTOPUTMAMH, MPEATOKEHHBIMI B YyIIO-
MSHYTBIX POCCHICKHX peKOMEHIAIMAX MO HacIeTyeMbIM
HapymIeHUIM coenuHuTeNpbHON TKaHu (2009) [13], kmac-
CHU(UIIMPOBAHBI HA PA3IMYHBIC CHHAPOMBI U (PEHOTHIIHI.
Pesymbrarer mpoBenenHoi nuarnoctuku JCud npencras-
JIeHBI Ha puc. 1.

Kak BUIHO M3 IIPEACTaBICHHOTO PHCYHKA, IPUMEp-
HO y 30% Bcex oOcienoBaHHBIX yAaIOCh BBIIBUTH OJMH
U3 JUCIUIACTHYECKUX CHHIPOMOB. MapdaHOmomoOHbIH
(heHOTHUT TIpH WCTIONB30BaHUU aNTOPUTMA, TPEOyIOIIero,
cornmacHo Poccuiickim pexomenmammsaM (2009), Hanngus
MIPU3HAKOB BOBJICYCHUSI TPEX OPTaHOB U CHCTEM, HE OBLI
BBIABJIEH HM B OTHOM ciydae, B TO Bpems kak MB Oputa
quarHoctuposana y 13 obcnemoBanubix (12% cmydaes).
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Puc. 1. Pacnpocmpanennocms CuHOpOMog u
enomunos y nuy monooozo éo3pacma, 20e IIMK

- CUHOPOM BpoONANCA MUmMPANbHO20 Kianana, MB

- mappanouonasn eneuwinocms, D - anepconodoonvlii
penomun, CO - cnewannwlii penomun.
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WutepecHo oTMeTHTB, uTO B Tpyme jaul ¢ [IMK mpeobia-
JlaJu IeBYIIKH, B TO BpeMs Kak rpynna MB npencrasiena
B OCHOBHOM JINI[aMH MY>KCKOT'O T10J1a, YTO COBIIAAaeT JIUTe-
paTypHBIMHU JaHHBIMH O TIPEOOIalaHUH )KEHIIMH B TPYIIIe
nun MoJoforo Bo3pacrta ¢ [IIMK [21].

Y 70% o0cienoBaHHBIX HE YAAJOCh BBISIBUTH Ka-
Koi-m00 u3 m3BecTHhIX JICud. 3ameTnM Takke, 4TO B
aToi rpynme Obuo 12 smi (8,5% ciydaeB), y KOTOPBIX
BBISIBJISIOCH IIECTh M 0OJiee BHEITHUX MJIM BHCLEPAIIbHBIX
MIPU3HAKOB JU33MOpHoreHe3a. Takue ciydau Mbl, HE UMest
JIAaHHBIX CEMEHHOr0 aHaMHe3a, B COOTBeTCcTBHE ¢ Poccuiic-
kuMH pexoMeHaanusamu (2009) oTHOCHIIN K «TIOBBIICHHOM
JUCIIIACTUYECKOM cTurMaTu3auumy. beula npennpuHsaTa
TIOTIBITKA COMOCTaBUTH nokaszareian BCP B o0bequHeHHOM
IpyIIIE JIMI ¢ Pa3IMYHBIMU KJIAaCCU(PHULIUPYEMBIMH (EHO-
TUIIaMH ¥ KOHTPOJIbHOH Tpynmoi 6e3 npusHakoB JICT.
OnHako paznuuust ObUIM TIOJMYYeHBbl HAMH JIMIIb 10 I10-
kaszarento SDNN HOubIO, KOTOpBIN OKa3aJCs JOCTOBEPHO
BBIIIIE B IPYIIIIE JIUII C KJIaccupuuupyeMbIMu heHOTHIIaMU
(134439 u 112433, coorBercTtBeHHO, P<0,05). IMombiTKa
TPAKTOBATh BBIBICHHBIC PA3JINUUs MPEICTaBIACTCS HAM
MAaJoCOAePKaTeIbHON, MOCKOJIbKY CTaHOBUTCS OYEBU/I-
HBIM, YTO IpyIna, 00beANHSIONAs BCe ()EHOTHIIBI, TAKKE
OKa3bIBaeTCs KpaiiHe HEOHOPOAHOM.

Kazanoch Obl, mONMy4YeHHBIEC JAHHBIE HE JAIOT CEpPb-
€3HBIX OCHOBaHMM yTBepxkaarh, 4ro JICud oka3bIBaroT
CYIIECTBEHHOE BIMSHUE HA BPEMEHHBIE U CIEKTpaJIbHBIE
XapaKTepUCTUKN pUTMa cepana. Bmecre ¢ Tem, kak ObuU10
yKa3aHO BBIIIE, €CTh BCE OCHOBAHUS JUIS MPEIOT0KEHHS
0 TOM, 4TO HauOOIBIINKI BKJIa] B (hOPMUPOBAHUE ITOKa3a-
teneit BCP n oco6ast posib B pa3BUTHH apUTMHIA Y JIMIL MO-
JIOJIOTO BO3pacTa MPUHAICKUT KOCTHBIM npusHakam JJCT
U TaKOMY JTUCIUIACTHYECKOMY (DEHOTUIY Kak Map(haHOH-
Hasi BHEIITHOCTb.

[Tocnemuuii, kKak U3BECTHO, HAMOO-
siee OJIM30K 110 XapakTepy reHeTHYecKo-
ro nedekra K cuaapomy Mapdana, moc-
KOJIbKY ¥ Map(aHOHIHas BHEIIHOCTb U

BakxHO moguepKHYTh, YTO JUIsi UCKIIOUEHHUS! TEHIEPHBIX
BIMsAHUN Ha nokaszaresn BCP B ananmmsupyemMslie rpymniisl
OBLIH BKJIFOYCHBI TOJILKO JIMIIA MY)KCKOTO Tiona. Pe3ysbra-
ThI conocTasieHus nokasareneit BCP u wacrora BbIsBie-
HUSI apUTMUI C CPaBHUBAEGMBIX TPYIIAX MPECTABICHBI B
Tabm. 1.

Kak BUIHO W3 NpHUBEAEHHBIX JAHHBIX, [MOKa3aTeIN
BCP 1 uactoTa HEKOTOPBIX BUAOB apUTMHUI CYIIECTBEHHO
pa3nuyaroTcs B 3aBUCUMOCTHU OT 4MCJa KOCTHBIX IPU3HA-
koB JICT. Haubosnee 3HauMMble M3MCHCHHS TOKA3aTelCi
BCP nHabmromanucey y JIAI[ ¢ HAHOOJBIIAM KOJINYCCTBOM
KOCTHBIX npu3HakoB (MB). Tak, y manueHToB ¢ 4-Ms1 1
6onee KII moxazarenun pNN50 u RMSSD, xapakrepusy-
IOIIME BBIPAXKXEHHOCTh CHUHYCOBOIl apUTMUH, OKa3aJHCh
JIOCTOBEPHO HWJKE, HEXKENU B TPYIIe ¢ MHHUMAJIbHBIM
gucioM KIT JICT. OcoGeHHO BBIpa)KeHHBIM CHUIKEHHE
9THUX MOKa3aTesiel oka3anoch B AHEBHbIE yachl. OHOBpe-
MeHHO ¢ 3TuM cpeanee 3HadyeHne YCC B nHEBHOE BpeMs
0Ka3aJI0Ch JJOCTOBEPHO BBIIIIE, YEM Y JIMI] C MUHUMAJIbHBIM
YHCIIOM KOCTHBIX IPU3HAKOB. Bce Ha3BaHHBIE CIIBUTH CBH-
JIETEJILCTBYIOT O TOM, YTO OOJIBIIOE YMCIIO KOCTHBIX TPH-
3rakoB JICT accolmupoBaHo cO CMEIICHHEM BEreTaTUBHO-
r'O PaBHOBECHSI B CTOPOHY IPEOOIaaHusi CUMIIaTHYECKON
AKTHBHOCTH.

AHanu3 cniektpaibHbix mnokazateneii BCP BwisBui
y JiuIL ¢ Map(aHOUHOW BHELITHOCTBHIO 3HAYUTEIILHOE CHU-
JKCHUE MOIIHOCTH KaK HM3Kko4acToTHBIX (Lf), Tak u BbICO-
kodactoTHbIX (Hf) BoNH B cpaBHEeHMM ¢ JIMIIAMU C MUHH-
MmanbHbIM yncsioM KII. TIpu aTom Hanbosee 3HaunTENbHOE
YMEHBIICHNE MOIIHOCTH CIIEKTpa PETUCTPUPYETCS TAKKE
B JIHEBHbIC Yachl. [lo100HbIe N3MEHEHHST OOBIYHO TPaKTY-
I0TCSI KaK YMCHBIICHHE BEreTaTHBHBIX M IpeoliiajaHue
I'YMOPAJIBHBIX BIMSHUN Ha puTM cepiua. [IpaBomepHOCTh
MIPE/IIONIOXKEHUS 00 aKTHBAIIMK T'YMOPAJIbHBIX BIMSTHUN Ha

Taonuua 1.

Xapaxkmepucmuku pumma cepoua u e2o HapywieHuil 6 3a6UCUMOCIIU OM
Konuuecmea kocmuuix npusnaxos JJCT

cuHApOM MapdaHa XapaKTepU3yHTCs

J [okazarenu I rpynna | 2rpynna | 3 rpynna | JloctoBepHOCTH
pU3HAKAMHI BOBJICUCHHUS KOCTHOM TKa- | pop (n=15) (n=22) (n=42) pasmamii
HU. /1151 TAaKOTO BOBJIEUEHHSI, KAK MBI yIKe NN50 59138 42239 YT 3. 2.3 0<0.05
OTMEUAIIH, THIIHYHO HATHYHE GOMbmoro |2 , MC il Ut
upcna kocTHeIX npusHakos JICT [8]. | RMSSDan 60+32 46+28 41+17 1-3 p<0,05
Bwmecre ¢ TeM, poib KOCTHBIX IPU3HAKOB | Lf 06, Mc 2605+892 | 2016+831 [ 2013+1078 1-3 p<0,05
JICT, a TAOKE BONOXHAR BIUMMOCBISD || fquew, e | 24224968 [ 16434750 | 16644932 | 13 p<0.05
MEXIY U XapaKTepoM peryssiiuu
CEpICUHOTO HTMA M DA3BHTHEM apUT- Hf 06, mc 1170915 | 739+399 856+498 | 1-3, 1-2 p>0,05
paccMaTpUBAIIUCH. SDANN, mc 163+£25 170+£39 182+39 1-3 p<0,05

At IpOBEPKU B3AMMOCBSA3H MEX- 1Y, % 138+10 145+13 148+14 1-3 p<0,05
oy uuciaoM kocTHbIX mpusHakoB JICT, Cp. UCC et 2048 25410 2618 13 p=0.05
nokaszarensMu BCP u BbIpa)KeHHOCTBIO 2
aput™uii Hamu Gbuto  copmuposano | KD, % 0 0 4 1-3,1-2 p>0,05
TpU Tpynmsl HcHbeITyeMbIX. B mepByro | ITHXD, % 7 10 26 1-3 p<0,05
rpyniy ObUIM OTHECEHBI JIMLE, Y KOTO- [ gn 0 0 12 p=0,09
pbIX ObLTO BBIsIBICHO He Ooiee aByx KII 5
JCT, Bo Bropytro - smna c¢ tpems KII. MBP, % 40 >2 67 1-3p<0,1

K tpetbeii rpymme ObUIH OTHECEHBI Ta-
nueHTsl, uMeromue 4 u 6omaee KII, uro
COOTBETCTBYCT JHCIIACTUYECCKOMY (pe-
HOTUIY «Map(aHOUIHAS BHEIIHOCTHY.

rne, LM - nupkanseiit ungexe, IDKD - mapHbie &elya0uKoBbIe SKCTpacuc-
toisl, [THXKD - mapHble HapKeny0uKOBbBIE 3KCTPACUCTONBL, UD - HamKelry-
JIOUKOBast/>KeITyJOUKOBast 9KCTPACHUCTOIIHS ¢ yacToToi Oosee 10 3a o06oit uac
MoHUTOpHpoBaHus, MBP - Murpanus Boguresns purma
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nokas3arenu BCP noareepkgaercs M JaHHBIMHU O IHMOBBI-
menun BenuuuHel SDANN y nanmentos ¢ MB no cpas-
HEHHIO C JINIIAMH, UMEIOLIMMH MUHHManbHoe yncio KII.
YMECTHO OTMETUTh, UTO aHAJIOTUYHBIE CABUTU B PEryJs-
MU pUTMa Cepla HadmonarTcs y mamueHtos ¢ [IMK,
JUIs KOTOPOTO XapaKTEpPHO IMOBBIIIEHHE CUMIIATUYECKOM
AKTUBHOCTH B PETYJIALUU pUTMa cepaua [9].

Hupxagusiil uaaexc y aun ¢ MB oxasancs gocro-
BEpHO OoJiee BHICOKMM, Y€M Y JIUII, UMEIOIINX MUHUMAIIb-
Hoe yuco KII. [Tocieanee 06CTOSITENLCTBO, KaK BUIHO U3
TaONUIBI, CBS3aHO, IPEKIE BCETO, C OBBILIEHHEM CPE/IHE-
queHoit UCC y tun ¢ MB o cpaBHEHHUIO C UCIIBITYEMBIMH,
umMeromnMu MuHIMaibaoe uncio KIT (86+8 u 8048 coot-
BETCTBEHHO). HaMu He Mojy4eHO JOCTOBEPHBIX OTIMYUIL
10 YacTOT€ PErUCTPAIMH OJUHOYHBIX HaJKETY0YKOBBIX
U KETyJ0UYKOBBIX SKCTPACHCTOJ B IPYMINAX C Pa3InUHbIM
gucioM KI1. OnHako KakeTcs HE CIIy4allHbIM TO 00CTOS-
TEJBCTBO, YTO YacTas HAHKEITYJOUYKOBAs U KeITy0UKOBast
9KCTPACUCTOJINS OblJIa BISBJICHA TOJIILKO B IPYIIIE Y JIAIL C
«Map(haHOHUTHOI» BHEIIHOCTBIO, & ITapHasi CyNpaBeHTPH-
KyJISIpHAsi SKCTPACUCTONMS, @ TAaKKe MMUIPALUs BOJUTEINS
pUTMa IO TpeAcepausM, NMPEUMYIIECTBEHHO B HOYHOE
BpeMsl, JOCTOBEPHO Yallle BIABIISUIUCH y Jull ¢ MB.

Heo0xonnmo 0TMeTUTb TakxkKe, 4To rpyIina HCIbITye-
MbIx, uMerommux 3 KII, no pany nokasareneit BCP u apur-
MUH 3aHSIH NIPOMEKYTOYHOE MOJOKEHHE MEXAY OCHOB-
HOM M KOHTPOJIBHOM TPYIIOHN, YTO JIMIIb MOATBEPHKAACT
HaJU4yie MPUYNHHO-CICJCTBEHHON CBS3U MEXIY YHCIOM
KII, nokazarenssmu BCP u BbIpakeHHOCTBIO apUTMUI.

OBCYXKIEHHUE PE3YJIBTATOB

[TomyueHHbIE TaHHBIE 1aIOT OCHOBAHHE YTBEPKAATh,
4yTO TIpHu paszpaborke HopMmatuBoB BCP y mum momomoro
BO3pacTa HEOOXOAMMO YUHTHIBATh HAJIMYWE AWUCIUIACTH-
YECKUX CHHJPOMOB M (DEHOTHUIIOB CPEIH JIHI[ MOJIOZOTO
Bo3pacTta. Hamm naHHBIE CBHIETENBCTBYIOT O TOM, YTO
MIPUMEPHO Y TPETH 00CIIE€0BAHHBIX JIUI] MOJIOZIOTO BO3pac-
Ta BELBILTIOTCS pasnuaabie ICud. Cpenn HUX 0COOCHHO
YacTO BBIABJISIIOTCS NI ¢ Map(paHOUAHONW BHEITHOCTBHIO.
Oxazanoce, 4T0 HAWOONBIINHA BKJIAL B (OPMHUPOBAHHE
0COOCHHOCTEH CTPYKTYpBl PHTMA CepAla BHOCAT MPU3HA-
KM TN33MOpHOTeHe3a, CBUACTENbCTBYIOIINE O BOBICUCHUN
KOCTHOM CHCTEMBI B TUCIDIacTH4eckuii mpomuecc. Cormac-
HO HAIIMM JTaHHBIM HE TOJBKO TPH 4-X, HO U NPH HATHIHN
3-X KOCTHBIX NPH3HAKOB AN3IMOPHOTEHE3a BBISBISIOTCS
otuetrinBble casuru BCP. Yto ke kacaercs JIMIT MOJIOZOTO
BO3pacTa ¢ «Map(haHOUTHON BHEITHOCTHIO, TO y HUX pa3-
TS OCHOBHBIX TToka3ateneit BCP no cpaBHeHwMTO ¢ rtia-
MU 0€3 IPU3HAKOB BOBJIEYEHUSI KOCTHOH CHCTEMBI BBICOKO
JIOCTOBEPHBI. DTH 0COOCHHOCTH CBOAATCS K YBEJIUUCHHIO
CpeIHUX 3HAYEHM MMOKa3aTeNel, XapakTepU3yOLUX CUM-
MIaTHYECKUH TOHYC B COUETAHUH C YBEIMUCHNEM TI0Ka3are-
Jel, XapaKTepU3YIOINX TyMOPAIbHYIO PETYISINIO AKTHB-
HOCTH PHUTMa cepana. B mone3y MOBBIICHNST aKTHBHOCTH
TYMOpAJIBHOTO KaHaja CBUAETEIBCTBYET CYIICCTBCHHOE
BO3pacTaHMe 3HAUYCHNH TaKUX CIIEKTPAIBbHBIX ITOKa3aTeIeh
BCP kax VLF.

Bormpoc o npuunHax BBISIBIEHHON HAMH B3aUMOCBSI-
31 Mexay kocTHeiMH mpusHakamu JCT, moxaszaremsmun
BCP u gacToToif HaKETyIOYKOBBIX SKCTPACHCTOIIYEC-
KHX apUTMHH 3aCIyKHBAET CIEINAIBHOTO OOCYKACHMUS.
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Kak wu3BecTHO, cuHIpoM MapdaHa sBIseTCS Haceaye-
MBIM 3200JIEBaHHEM, B OCHOBE KOTOPOTo mpuMepHO y 80%
MAlMEHTOB JieKar MyTanuu rera pudpumnaa-1 (FBN1).
OTH MyTaluH COMPOBOXKJIAIOTCS MATOJIOTHYECKUMU U3Me-
HEHUSIMH Pa3JIMYHBIX OPIaHOB M CHUCTEM, CPEIN KOTOPBIX
0COOCHHO XapaKTEPHBIMH SIBJISIOTCS M3MEHEHUS] KOCTHOU
cucrembl. Hanbonee spkuMHM TIpH3HAKaMH BOBJICUCHHMS
KOCTHOM CHCTEMBI SIBJISIIOTCS MTpeoliiaiaHue JITMHHUKOBBIX
pa3MepoB Tesia (TOTUXOCTEHOMEIHs), BOPOHKOOOpa3Hast
nedopmanus TPYIHON KICTKH, apKOBUIHOE HEOO, apaxHO-
JAKTUINS U PAAI APYTHX.

UccnenoBanus MosnexynsipHoit ¢usuonornn FBN
MIPOJIEMOHCTPUPOBAJIM  B3aMMOCBSI3b  COCIUHHUTENb-
HOTKaHHBIX HapyIICHUH ¢ N3MEHEHUEM TIepe/ladyll CUrHa-
JIOB POCTOBBIMH (paKTOpaMu U HapyLICHHEM MEXKJIETOY-
HOT'0 B3aUMOJICHCTBUS B OCHOBHOM BemiecTse [26]. Craio
OYEBHJIHBIM, YTO MHOT'ME KIIMHHYECKUE TPOSIBIICHNUS, TaK
WM MHAYe CBSI3aHHBIE C CHHAPOMOM MapdaHna, BbI3BaHbI
U3MEHEHUSIMU POAYKIUU U PEryssiiuy TpanchopMupy-
foniero pocroBoro Qaxropa Oera (transforming growth
factor-f - TGF-B) [24]. [locnenuuii siBiseTCS LUTOKH-
HOM, KOTODBIH HE TOJBKO Y4acTBYeT B ()OPMUPOBaAHHUU
COCMHUTEIILHOTKAHHOTO KapKaca cepla, HO ¥ BBIIOJ-
HSIET POJIb BXKHOTO PETYJISITOpa KOCTHOTO MeTaboIn3Ma.
HNmenno TGF- cnocoOeH BbI3BaTh KakK IOBBIIICHHBIH
pOCT KOCTEH M HapyLICHUs] OCTEOreHe3a, TaK M MHKCO-
MaTo3Hble W3MEHEHHUs KIIAllaHOB, KpaHHO(aclualIbHbINA
JUMOp(}H3M, HETOCTaTOYHOE Pa3BUTHUE MBINICEYHOH TKa-
Hu. B 2005 Loeys u Dietz onucanu ayToCOMHO-IOMHU-
HaHTHBIA CHHIPOM, Ha3BaHHBIA WX UMEHaMH ((PEHOTHII
Loeys-Dietz), B ocHoBe KoToporo Jsiexar myrauuu TGF-
B-peuentopos I u Il Tuna [23].

Ectb ocHOBaHuS nonararh, 4T0 UMEHHO MYTaIlH re-
HoB TGF-B-penientopoB, cOnpoBOKIAFONINECS TTOBHIIIICH-
HOW KOHIIEHTpAlMeH 3TOro HUTOKWHA Ha Pa3HBIX dTarax
SMOpHOreHesa, ClIoCOOHBI BbI3BaTh KaK M3MEHEHUS CTPYK-
TYpbl ¥ (QYHKIMM COCAMHHUTEIBHON TKaHU cepiua, Tak 1
CTPYKTYpHBIE U3MEHEHHsI KOCTHOW cucTeMbl. KOCBEHHBIM
MOATBEP KICHNEM 000CHOBAaHHOCTH JJAHHOTO ITPEATIOI0KE-
HUSI SIBJsIETCS TOBBIIeHHe KoHleHTpamu TGF-f, oonapy-
JKeHHOE HEIaBHO B ChIBOPOTKe KpoBu juil ¢ [IMK [15].

XOTsl reHeTHYEeCKHE MEXaHN3MBbl, JIeXKaI1e B OCHOBE
pasButus cuHapomMa Mapdana u psaa OMM3KHX Hapyle-
HUH ellle HeJI0CTaTOYHO SICHBI, ITOJy4YEHHbIC HAMH JIaHHbIC
0 B3aMMOCBSI3M Map(aHOMIHOW BHEIIHOCTH M ITIOKa3are-
neit BCP, npeacrasinsitores He ciydailHbiMU. JlanbHenme
MIPOBEPKH BBICKA3aHHOTO HAMU IPEAIIOIOKEeHUs 00 ydac-
tun TGF-B B popmMupoBaHny HE TOJIBKO HApYIIECHUH POC-
Ta KOCTEH, HO U 0COOCHHOCTEH COEIMHHUTEILHOTKAHHOTO
Kapkaca cep/ila u HapylIeHHH MEXKJICTOUHBIX B3aUMOOT-
HOUICHWH, CBsI3aHHBIX ¢ MyTanusMu reHoB TGF-f penen-
TOPOB, CMOTYT IIPOJIUTH CBET Ha NPHUPONY BBISBICHHBIX
B3aUMOCBSI3€il.

BbIBOJbI

1. ¥V Tpetn npakTHYIeCKH 37I0POBBIX JIUI] MOJIOZOTO BO3pac-
Ta BBISBILIFOTCS] PA3IIMYHbIEC TUCIIIACTHIECKIE CHHIPOMBI
1 (PCHOTHUIIBI, CAMBIM PAcIIpOCTPAHEHHBIM W3 HUX SIBIISCT-
cs1 Map(haHOUTHAST BHEITHOCTb.

2. BbIsABIEHA B3aMMOCBSA3b MEKIY KOTHUECTBOM KOCTHBIX
MIPU3HAKOB AWCIUIA3UH COCAUHUTEIBHON TKAaHH M TOKa3a-
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TENSIMH BapuaOeIbHOCTH CEPIIeYHOT0 PUTMa, YaCTOTOH M
XapaKTepoM apUTMHUI.

3. ¥V i ¢ MmaphaHOUIHOM BHEITHOCTBIO (4eThIpe 1 Oosee
KOCTHBIX NPU3HAKA JMCIUIA3UM COEAMHUTEILHON TKAaHM)
OTMEYaeTCs yBEJIMYCHUE YacTOTBI CEep/IeUHBIX COKpalle-
HUM Ha (DOHE YMEHBILICHHS BBIPAKEHHOCTH CHHYCOBOW
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apUTMUHU ¥ JIOCTOBEPHOTO BO3pACTaHMsl YaCTOTHI HaJpKe-
JIYJIOYKOBBIX 9KCTPACUCTOI.

4. TIpu pa3paboTke HOPMATHBOB ITOKa3aTeIeH pUTMa Cep/-
112, OLCHKE apUTMHUH M aHaJHM3€ NPUYUH UX BOHUKHOBE-
HUSI HEOOXOJMMO MCKJIIOYEHHE 13 BBIOOPKH JIHIL ¢ Mapda-
HOUJHOHN BHELIHOCTBIO.
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O YACTOTE HAPYIIEHHI PUTMA CEP/ILIA U [TOKA3ATEJISIX ETO BAPUABEJIBHOCTH
V JINL] C MAP®AHOU/THOM BHEIIHOCTbBIO
D.B.3emyosckuii, C.B.Peesa, E.B.Tumoghees, 3.1 Manes, B. M. Tuxonenko

C [eJstbIo OLEHKH pacipoCTPaHEHHOCTH AUCIUIACTUYECKUX CHHPOMOB 1 (DEHOTHUIIOB y TIPAKTUYECKH 30POBBIX JINI]
MOJIOJIOTO BO3pacTa W M3y4YECHUs] B3aUMOCBSI3eH MEXK/y YMCIOM KOCTHBIX IMPU3HAKOB, TApaMETPaMH CEpIeuHOTr0 pUTMa
1 pacipoCTPaHECHHOCTHIO apuTMHuil oOciietoBano 111 mcnbiTyembix B Bozpacte ot 18 no 25 (20,2+1,7) set, u3 Hux 37
toHoureit u 74 neymiku. IIpoBeneHo KMHUYecKoe, (pEeHOTHITHUECKOE 1 IXOKapAnorpaduieckoe o0caeJoBaHNe, a TAKKe
MOM(YHKIIMOHAIBHOE XOJITEPOBCKOE MOHUTOPHPOBAHUE C aHAJIM30M BapradeibHoCTH ceppedHoro putMa (BCP). s
MIPOBEPKH B3aMMOCBS3H MEXIY YHCIOM KocTHBIX mpusHakoB (KIT) aucmnasun coenunurensHoit Tkanu (JICT), mokasa-
tensitmu BCP 1 BBIPaXKEHHOCTBIO apuTMHI HaMu ObUTO c(hOPMHUPOBAHO TPH TPYIITHI UCTIBITYEMBIX ¢ 2 ¥ MeHee, 3 1 4 n
6onee KIT JICT. ITokazarean BCP 1 yacTora HEKOTOPBIX BHJIOB apUTMHUI CYIIECTBEHHO pPa3jIMuaroTCsl B 3aBUCHMOCTH
ot uncina koctHbIX npusHakoB JICT. Y nanmentoB ¢ mapdanonHoi BHemHocThio (MB) nokazarenmn pNN50 u RMSSD
ObLTH TOCTOBEpHO HIKE, a cperHee 3HaueHre YCC B THEBHOE BPEMsI 0Ka3ajoCh IOCTOBEPHO BBIIIE, HEXXEIIU B IPYIIIE C
MuHuManbHbIM unciioM KIT JICT. Ananus cnektpanbHbix nokasareneid BCP BoisiBui y nui ¢ MB 3HaunTenbHOe CHUXe-
HHUE MOIIHOCTH KaK HM3KOYAaCTOTHBIX, TaK M BBICOKOYACTOTHBIX BOJIH B CPAaBHEHUH C JIMIIAMH C MHHUMAJIbHBIM YHCIIOM
KIT ACT. Hupkagssnii naaekc y iui ¢ MB okasancs 1ocToBepHO 0oJiee BRICOKHM, Y€M Y JIUI], IMCIOMINX MUHUMAIFHOE
yucno KIT JICT. Yacras HapKemy/10uKoBasi M >KEITyJOYKOBasi SKCTPACHUCTONHS OblIa BBISBICHA TOJBKO B IPYIINIE y JIUIL C
MB, a mapHast CyIpaBeHTPHUKYIISIPHAs SKCTPACHCTOIINS, @ TAK)KE MUTPALNs BOAUTEISI pUTMa T10 TIPEJCEPIUSIM, IPEHMY-
IIECTBEHHO B HOYHOE BPEMSI, IOCTOBEPHO Hallle BRIABISLINCH y vl ¢ MB. Takum 00pa3oM y TpeTH MpakTHYECKH 3710pO-
BBIX JINI] MOJIOZIOTO BO3PACTa BBISABISUIMCH PA3IMYHbIC TUCIUIACTHYECKNE CHHAPOMBI M ()EHOTHIIBI, CAMBIM pacrpocTpa-
HEHHBIM U3 HUX sBisnack MB. Berasnena B3aumocszb Mexay konunuectBoM KII JICT u nokazarensmu BCP, yacroroit
1 XapakTepoM apuTMui. Y s ¢ MB oTMmedaercst yBelmueHne 4acTOThI CEpJICIHBIX COKpalleHnii Ha (poHe yMEHBIICHHS
BBIPAKEHHOCTH CHHYCOBOW apUTMHH 1 IOCTOBEPHOT'O BO3PACTAHNUS YaCTOTHI HA/PKEITY/I0YKOBBIX dKcTpacucTol. [Tpu pas-
paboTKe HOPMATHUBOB TOKa3aTelle pUTMa cep/ilia, OLCHKE apUTMHUH U aHAJIN3e MPUYMH UX BO3HUKHOBEHUSI HEOOXOANMO
WCKJIIOYCHHE U3 BEIOOPKH JINI] ¢ Map(aHOMTHOH BHEIIHOCTBIO.

ON CARDIAC ARRHYTHMIA PREVALENCE AND HEART RATE VARIABILITY IN SUBJECTS
WITH THE MARFANOID APPEARANCE
E.V. Zemtsovskiy, S.V. Reeva, E.V. Timofeev, E.G. Malev, V.M. Tikhonenko

To study the prevalence of syndromes and phenotypes of dysplasia in healthy young adults and to study correlations
between the number of bone signs as well as the heart rhythm parameters and the prevalence of arrhythmias, 111 subjects
aged 20.2+1.7 years (18 25 years) including 37 males and 74 females were examined. Clinical and phenotypic assess-
ments, echocardiography, as well as polyfunctional Holter monitoring with the heart rate variability (HRV) analysis were
carried out. To assess correlation between bone signs of the connective tissue dysplasia (BS CTD), heart rate variability
indices, and the extent of arrhythmia, the authors studied three patient groups with the history of 2 or less, 3, and 4 or more
BS CTD. The HRV indices and the prevalence of some arrhythmias can be considerable different taking the number of
BS CTD sign number.

In subjects with the marfanoid appearance, the pPNN50 and RMSSD indices were significantly lower and the mean
daytime heart rate was significantly higher than in patients with the minimal number of BS CTD. The analysis of the
HRV spectral indices showed a considerable decrease in the power of both low frequency and high frequency spectral
components in subjects with the Marfanoid appearance, as opposed to the subjects with the minimal number of BS CTD.
The circadian index in subjects with the marfanoid appearance was also higher than in those with the minimal number of
BS CTD. Frequent supraventricular and ventricular premature beats were revealed only in subjects with the marfanoid
appearance; paired supraventricular premature beats as well as the wandering sinus pacemaker, predominantly in night
time, were more frequently observed in subjects with the marfanoid appearance as well.

Thus, in approximately one third of healthy young adults, different dysplasia syndromes and phenotypes were
revealed, the marfanoid appearance being the most widespread of them. A correlation between the number of BS CTD
and the HRV indices, as well as the prevalence and type of arrhythmias was found. In subjects with the marfanoid ap-
pearance, an increased heart rate was observed at the background of a decreased intensity of the sinus arrhythmia and a
significant increase in the number of supraventricular premature beats. When developing normal values of the cardiac
rhythm indices, assessing arrhythmias, and analyzing their causes, subjects with the marfanoid appearance should be
excluded from the sample.

BECTHHUK APUTMOJIOI'NH, Ne 59,2010
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