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CuHApOM runepmobunbHocTn cyctaBoB (CIC) — eaBa v He camblii YacTbiv
BapUAHT JUCNNA3NN COEAUHUTENIbHON TKaHU, HEPEAKO NPOTEKatoLWmii ¢ cu-
CTEMHbIMU paccTpovicTsamu. [10CTypanbHas Taxukapaus paccmarpuBaercs
KaK 0fHO W3 NPOSABNEHUIA 3TOr0 CUHAPOMA. HO KIMHUYEcKas TPakToBKa

N10CTYPAanbHOM TaxuKapauu TpeGyeT yTOYHEHNUS.

Uenb. Onpegennts xapaktep nocTypanbHOr0 U3MEHEHUS YacTOTbl CepAEYHbIX
cokpatyeHmii (YCC) y peteii ¢ CIC 663 06MOPOKOB, C 0OMOPOKAMU U B KOHT-

PONILHOU rpynne.

Marepunan n merogsl. 06c¢nesoBanu 26 fetei ¢ CI'C 663 06MOPOKOB B aHam-
Hese (1-s rpynna; 11 manb4ukoB n 15 geBoqek; Bospact — 14,27+0,27 roga)
u 26 pereii 6e3 CIC (2-a rpynna; 12 manb4yukos v 14 geso4ek; Bo3pact —
14,19+0,25 roga). OtgensHo oueHnnu guHamuky HCC y 12 gereii ¢ oprocta-
Tyeckummu obmopokamu (3 manbyuka v 9 fgesoyek, Bogpact — 14,21+0,28
roga). YCC onpegensiau npu 10-MUHYTHOM [OPU3OHTASILHOM MOJIOXEHUN
U HENocpPeACTBEHHO nocne BepTukanusaumu. CIC auarHoctnpoBamm no Kpu-
Tepusim R. Graham u coaBt., M. Simpson npu yucne 6annos >4 npu Hannum
Apyrux npu3HakoB CIC: cemeiiHbli aHaMHe3, B0O3pacT, 1o/, npoaanc
MUTPANIbHOrO KNanaxa, MUonus, rnnepanactTuyHoCTb KOXu, MapghaHougHbIin

craryc.

Pesynbtartbl. [0 nony n Bo3pacty 1-a v 2-g rpynisl He pasnnyamuce (p>0,05).
CpesHuii BO3pacT fieTeii B rpynne ¢ 00MopoKamu B aHaMHE3€ TakXe He OT/U-
yancs ot 1-# v 2-i rpyni, Ho 0TMEYeHO npesanupoBaHune Aesoyek. YCC B no-
Koe B0 BCex rpynnax 6bia cTatucTuyecku HeaHaduma. OHaKko nocne BepTuka-
mzaymn HCC B rpynne peteii ¢ CIC 6e3 obmopokos (90,22+2,67) n ¢
obmopokamu (108,19+8,19) cyiuecteHHo (p<0,0002) npesbiLLiano aHanorny-

Hble nokasarenu (70,23+1,17) B KOHTPOSIbHOW rpynne.

3aknrouenne. Y geteii ¢ CIC npu BepTuKanu3aLmm Pe3Ko yBenn41Banach Ya-
CTOTa CEPAEYHBIX COKPALLYEHNI, 0COBEHHO Y MPEeAPAacnOoNOXEHHbIX K 00MOpO-
Kam, 4T0 MOXET CBU/eTe/IbCTBOBATh O BereTaTuBHOM ANCEYHKLNN, CBOICTBEH-

HO ANCNNIasnn COEANHNTENIbHON TKaHN.

OeTW, CoeanHUTeNbHAA TKaHb, TaxnkKapans, BeretatuBHas

HEpPBHaA cucTema.
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€3K0€ YBeJIMUeHNEe YaCTOThI CepAeYHbIX COKpaIlleHU

(YCC) mocne mepexoma U3 TOPU3OHTAIBHOTO TOJIO-
KeHMSI B BepTUKAJbHOE M3BECTHO O4YEHb JaBHO, HO
ToJIbKO B 1993 1. onpeaesieHO HEBpOJIOTaMU KaK CUHAPOM
IMOCTYpaJIbHOM TaxuKapauu [ 1] 1 MHTEHCUBHO M3yJYaeTCs
¢ mo3uuuii maropusnonoruu. Ilpm HaIMYMU COOTBET-
CTBYIOILLIE CHMIITOMATUKW TIOCTypajibHasl TaxuKapausi
orpeieisieTcsl B paMKax CUMHAPOMOB HOBOOpaHIia, mpoJia-
OupOBaHUSI MUTPAJAbHOTO KJjlamaHa, HeHpPOLUPKYISITOp-
HOM AaCTEHUM, XPOHUUYECKOU HEMEPEHOCHUMOCTU OPTO-
cTasa [2], a B OT€UeCTBEHHOM TEPMUHOJOTUN — KaK Bere-
TOCOCYOWCTass HOUCTOHUS. Bo MHOrmx myOJMKaIusx
MOCTypaJibHasl TaxXMKapausl paccMaTpUBaeTcsl KaK OIHO
W3 TPOSIBJICHUI TUCTUIA3UM COSAMHUTEIBHONW TKAaHU —
cuHApoMOB runepmobmwibHocT cyctaBoB (CI'C) wu
Dnepca—JlaHnoca U MOXET COUYeTaTbCs C MHBIMM pac-
crpoiictBamu [3]. B oTeuecTBeHHOI JIuTepaType, OCO-
OEHHO MenraTpUIecKoil, aTa mpobjeMa ocBellleHa HelI0-
CTaTOYHO.

Hamu nipoBeneHo uccienoBaHue ¢ 1eIbl0 Ompeaeie-
HUS XapakTepa nocrypaibHoro uameHenust YCC y nereit
¢ CI'C 6e3 0OMOpOKOB, ¢ 0OMOpPOKAaMU U B KOHTPOJILHOM
TpyIIIe.

MATEPWUAN U METObI

O6cnenoBamu 26 nereit (11 MaabuukoB U 15 1eBoYeK)
¢ CI'C 6e3 o6MopokoB B aHamHe3e (1-s1 rpymnmna, cpeaHuit
Bospact — 14,27%0,27 roma) u 26 nmeteit (12 MaabuyuKOB
n 14 neBouex) 6e3 CI'C (2-g rpymma, cpegHnit BO3pacT —
14,19£0,25 roma). OtToenbHO OIIEHUBAIM JUHAMUKY
YCC y 12 pereit (3 manbuuka U 9 aeBouek, CpeaHUi
Bo3pacT — 14,21+0,28 roma) ¢ opTocTaTUUYeCKMMU 0O0-
Mopokamu. [1o maHHBIM JIMTEpPaTyphl, B CIydae OLICHKHU
MOCTYpaJIbHOM TaXMKapAuM KaK CUHIPOMa UJIM B paMKax
WHBIX COCTOSIHMI (HaIrpuMmep, MOCTypaJibHOTO OpTOCTa-
TUYECKOTO CHHAPOMAa — IIOCTYpPallbHOW TUIIOTCH3WH) B
KayecTBe Kputepus npuHuMaercs yBenudeHue YCC Ha
40 B MUHYTY y obcienoBaHHbIX cTapiie 19 jget u Ha 30 B
MUHYTY — Mosioxe 19 ner [4] wim Bo3pactanue YCC no
ypoBHs >120 B MUHYTY B riepBbie 10 MUH TTOCIe Tiepexoaa
B BepTUKajJbHOe mojoxeHue [5]. C yuyeToM 0COOEHHO-
cTeil paboThl MOJUKJIMHUYECKOTO TIeUaTpa Mbl PeIIuin
YIIPOCTUTHh MeToauKy u oneHuBanun YCC B mmokoe mocie
10-MMHYTHOTO TOPU30HTAIBHOTO MOJOXEHUS, a 3aTEM —
MocJie BepTUKaIU3auH.

CI'C — caMpbIit YacThIif CUHAPOM AUCIUIA3UUA COCOU-
HutenbHOM TKaHu. CI'C nuarHoCTUPOBaIU MO KPUTEPU-
aMm R. Graham u coaBr. [6], a Takxke M. Simpson [7], mpu
KOTOPBIX JMAarHO3 BOCTIPUHUMAETCS KaK JOCTOBEPHBIN
Ipu cyMMe 0autoB >4 B COYETaHWU C APYTMMU MPU3HA-
kamu CI'C (cpenu KOTOpbIX — ceMeliHbIii aHaMHe3, BO3-
pacrT, ToJ1, IpoJjiarc MUTPaIbHOTO KjlanaHa, MUOITUS, TH-
MeP3J1aCTUYHOCTh KOXHU, MaphaHOUAHbII cTaTyc) |8, 9]
(Tabu. 1).

Boabumme kKputepuu: oleHKa Io 1ikaie Beighton >4;
apTpaJITUH JJINTEIBHOCTRIO >3 Mec B >4 cycTaBax.
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Manble KpuTepuu: olleHKa no mkane Beighton 1-3
Oata; apTpaJruu JUIMTEIBHOCTBIO 3 Mec B 1—3 cycTtaBax
Wi 007U B CIMHE (IIUTENIbHOCTbIO 3 Mec), WM CIIOH-
JWae3, CIOHIUIOJIU3UC/CIIOHIUIONNCTE3; BBIBUX WJIN
TMOIBHIBUX B >1 cycTaBe MM HEOTHOKPATHO — B OTHOM;
nopaxeHus (>3) MITKUX TKaHei (3MUKOHIUIUT, TEHOCH-
HOBMUT, OYpCUT); MaphaHOUIHBIA CTATYC (IOJUXOCTEHO-
Menus, pa3Max pyk 6oJbiie pocta — uHaekce 1,03; Bepx-
HUI CETMEHT Teja MEHbIIe HrkHero — mHmekc <0,89);
CTPUU, TUMEPAIACTUYHOCTh KOXHU, PYOLbl TUIMA «pbIOUI
pOT», «IIAIIMPOCHAsE OyMara»; OIylleHHbIe BEKM, MUOIIUS,
AHTUMOHTOJIOMIHBIA pa3pe3 TIjia3; BapMKO3HOE M3MCHE-
HU€ BEH, TPbDKM, MPOJAC MAaTKM WIM TMPSIMOM KUIIKU;
MpoJjiarc MUTPAJIbLHOTO KiIanaHa.

Jlast iuarno3a: 2 0ObIIX KpUTEpHUs WM | O0NbIIoi 1
2 MaJTbIX; WM 4 MaJIbIX KPUTEPUS; WM 2 MaJIbIX KPUTEPUS U
CI'C y poactBeHHuKa | cTeneHu poacTaa.

PE3YJIbTATbI U ObCYXEHWE

B rpynnax geteit ¢ CI'C 63 00MOPOKOB U B KOHTPOJIb-
Hoit rpynmne (6e3 CI'C) Bo3pacT o6cienoBaHHBIX U COOT-
HOIIIEHWE MaJIbUMKOB M JI€BOYEK TMOYTH HE Pa3INYaIucCh
(Tab. 2).

Kak BunHO 13 Tabi. 2, B TOKOE B TOPU30HTATbLHOM MO~
Joxennn YCC y o0cienoBaHHbIX 2 TPyNM ObLIa MPaKTU-

Tabnuua 1
Kputepuu guarnosa CI'C

MpH3HaK MakcumanbHas

oueHka, 6annbl
[TaccuBHoe pasrubanune MusuHua >90° 2
[TaccuBHOe npwxaTie 60MbLION0 NanbLUa KNCTK 2
K BHYTPEHHEN CTOPOHE Npeaneybs
[Tepepasrunbanue B 10KTeBOM cycTase >10° 2
[epepa3srnbaHue B KoneHHom cycrtase >10° 2
[TepeJHUI HAKJIOH TYNOBULLA C KaCaHUEM 1

JNIAJ0HAMU nona npu NpamMbIX HOrax

Iunamuka YCC y gerten 2 rpynn

Mokasartenb 1-a rpynna (n=26) 2-a rpynna (n=26)
Manb4uku, n (%) 11 (42,3) 12 (46,2)
[eBoyku, n (%) 15 (57,7) 14 (53,8)
Bospacr, rogpl 14,27+0,27 14,19+0,25
4CC B NOKoe B MUHYTY 65,12+1,15 63,96+0,95
YCC nocTypanbHas, B MUHYTY 90,22+2,67 70,23+1,17
Yeennyenne HYCC (nokos/noctypansHas), n (%)
<10 5(19,2) 23 (88,5)
>10, Ho <20 10 (38,5) 2(7,7)
>20 11 (42,3) 1(3,8)
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yecku oarHakoBoii. [Tocne BepTukanuzauuu YCC y netei
¢ CI'C oka3bIBajach CTaTUCTUYECKU 3HAYMMO Bhie. Elre
OTYETJMBEEe CTAHOBWUJIACH Pa3HUIA MEXIY I'pyNnaMu Mpu
comnoctabieHuu creneHu npupocta YCC B BepTUKATBHOM
ITOJIOKEHUH 110 CPaBHEHUIO C TOPM30HTAIBHBIM. Tak, B 1-i1
rpymme ToabKo y 5 (19,2%) nereit mpupoct YCC GbL1 B Iipe-
nenax 10 B munyty, y 11 (42,3%) nereii on nipesbiman 20. B
TO Xe BpeMs Bo 2-it rpymme y 23 (88,5%) obcrenoBaHHBIX
npupoct YCC 6pu1 MUHUMANBHBIM (<10) 1 UL Y OTHOM
JIeBOYKM cocTaBisiy >20 B MUHYTY.

B rpynne, Bkiouasieit 12 gereii ¢ CI'C u o6Mopoka-
MH, Bo3pact (14,21+0,28 roga) TakKe OBLUT OJIM30K K TAKO-
BOMY y o0ciienoBaHHbIX 2 Tpynn. Ho cpenu nereit, B aHam-
He3e KOTOPBIX OTMEYaICh OOMOPOKM, TpeBaIupOBaIn
neBouku (9:3). Yactora YCC B ropu30HTATIBLHOM TTOJIOXKE-
HUM y HUX ObL1a 67,15£2,01 B MUHYTY, ITOCJIE BCTABAHUS —
108,19£8,91 B Munyty (p<0,0002) 1 y Bcex COOTHOLIEHUE
YCC B 1mokoe/mocTypaibHasl CYIIECTBEHHO IMPEBHIIIAIO
20 B MUHYTY.

Takum obpaszoM, B mokoe y aeteit ¢ CI'C u 6e3 ykazaH-
HOTO CMHIpOMa IUCILIa3uu coeauHuTenbHoi TKaHu YCC
CTaTUCTUYECKM 3HAYMMO He pasnnyajiach. OmHakKo Iocie
OBICTPOI BEPTUKAJIM3AaLIMY 3TOT MoKa3artenb y aereit ¢ CI'C
CYILIECTBEHHO MPEeBbIIIal TAKOBOI B KOHTPOJbHOM IpyIIIeE.
OcOOGEHHO OTYETIUBO MOCTypajbHAsl TaXUKapAus Pperu-
CTpPUpPOBAJIaCh y JieTeii ¢ 0OMOpoKaMu B aHamHe3e. B aToit
K€ TpYIIe Mpeodianaiu 1eBoYKr. MoXHO MPearnoaoXuTh,
YTO XEHCKUI ToJT U TipeBbilieHue noctypaibHoii YCC Han
YCC B mokoe Ha 30—40 B MIHYTY SIBJISTIOTCSI TIPS IUKTOPaMM
00MOpOKOB. OHAKO HEOOJIBIIIOE YMCIIO 00CIeIOBAaHHBIX HE
MO3BOJISIET ClIeIaTh OKOHYATEIbHOE 3aKJIIOUeHUE.

CI'C nosiyunsn cBOoe Ha3BaHME IO HauOosiee SIPKOMY
BHEIITHEMY IIPOSIBJIICHUIO: M30BITOUHOI TMOIBUKHOCTU CY-
CTaBOB, U3BMEHEHHUSIM KOCTHO-MBILIIEYHOU CHUCTeMbl. ATH-
MMYHO c(hOpMUPOBAHHAS PACTITUBAIOIIASICS COSAMHUTE b~
Hasl TKaHb CBSI30K, CYXOXWINH, (hacInii, MBIIII IIPUBOIUT
K YBEJIMUECHUIO HAarpy3KM Ha OKpYyXKalollue MSTKrie TKaHU
C TIOSIBJIECHMEM CTIa3MOB, OOJieli U PUTHIHOCTU TIepuapTH-
KYJISIpHBIX TKaHeil [4]. Hepeako 3To cocTosTHIE Jaxke BKyTIe
C TIOHMKEHHOM TOJIEPAHTHOCTBIO K OPTOCTa3y
paccMaTpuBaeTcsl Kak «0e300umaHast» JTOKallb-
Hasg mnarojorusi. Ho CI'C moxeT comnpoBo-
XKIATbCSA 0OMOPOKAMU U IPYTMMU HapyLIEHU-
SIMU, B TOM YMCJie KOTHUTUBHBIMHU [10, 11].

p CHCTEeMHOCTb KJIMHUYECKOW KapTUHBI

Tabnuua 2

>0,05 OOBSICHIETCI HE TOJbKO MHOroodpasuem
0,05 (byHK1IMIT COeAMHUTENBHON TKAHU U €€ MPU-
50,05 CYTCTBMEM BO BCEX OpraHax, HO U U3MEHEHMUS -
MU HepBHOW TKaHU. [1o TaHHBIM TUTEPATYPHI,

>0.05 IIPY AUCIUIA3UMA COCNUHUTEIBHOW TKAHU OT-
0,0002 MEYaloTcs HeiipornaTusl MeJKUX BOJOKOH, aK-
TUBALIMS MAaCTOLIMTOB, YTO SIBJISIETCSI OCHOBOM

0,0000008 MOJIMAJTUYECKOrO CUHAPOMA U TUCHYHKINUU
0.002 BEreTaTMBHO HepBHOM cuctembl [12, 13].
0'002 Hcxons U3 3Toro, MOXXHO MPEanog0XUTh, UYTO

noctypanbHas Taxukapaus y aeteii ¢ CI'C 06-



YCJIOBJIEHa HECTIOCOOHOCTBIO BET€TATUBHON HEPBHOW CH-
CcTEeMBbl 00eCTIeYUTh U3MEHEHUE COCYIUCTOTO TOHYCA B OT-
BET Ha ObICTpOE U3MEHEHUE MOJIOXEHUSI Tena.

Y o6cnenoBanHbix Hamu Aeteit ¢ CI'C npu BepTUKaIN-
3anuu pe3ko yeenmunBaniach YCC, ocobeHHO y Tpeapac-
MOJIOKEHHBIX K 0OMOPOKaM, UTO MOXKET CBUIETEILCTBOBATD
O BereTaTMBHOU MUCOHYHKIIMU, CBOMCTBEHHOW 00CyXkmae-
MOMY CUHJIPOMY TUCIUIA3UU COCTUHUTETbHOU TKAaHU.

sk k ok
Asmopbl 3a56a310m 06 omcymcemeuu
KOHGAuKma unmepecog, a maxice KaKux-1ubo
@uHnancosbix 00513amenbcme npu nposedeHul
0aHHOI HaY4HOU pabombl U HANUCAHUU CMAMbU.
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POSTURAL TACHYCARDIA IN CHILDREN AND ADOLESCENTS

WITH JOINT HYPERMOBILITY SYNDROME

Professor V. Delyagin’, MD; N. Aksenova’

"Dmitry Rogachev National Medical Research Center of Pediatric Hematology,
Oncology, and Immunology, Moscow

2City Children’s Polyclinic One Hundred and Fifty, Moscow Healthcare Department

Joint hypermobility syndrome (JHS) is perhaps the most common type of
connective tissue dysplasia, which frequently occurs with systemic disorders.
Postural tachycardia is considered as one of the manifestations of this syndrome.
But the clinical interpretation of postural tachycardia requires clarification.
Material and methods. We examined 26 children with JHS without a history of
syncope (group 1; 11 boys and 15 girls, age 14.27+0.27 years) and 26 children
without a history of JHS (group 2; 12 boys and 14 girls, age 14.19+0.25 years).
We separately assessed the dynamics of heart rate in 12 children with JHS
and orthostatic syncope(3 boys and 9 girls, age 14.21+0.28 years). Heart
rate was determined at a 10-minute horizontal position and immediately after
verticalization. JHS was diagnosed according to the criteria of R. Graham et al.,
M. Simpson, with a score of 4 or higher with other signs of GHS: family history,
age, gender, mitral valve prolapse, myopia, skin hyperelasticity, marfanoid
status.
Results. Groups 1 and 2 by gender and age did not differ. The average age of
children in the group with a history of syncope also did not differ from groups
1and 2, but girls prevailed. Heart rate at rest in all groups was statistically
insignificant. However, heart rate after verticalization, in the group with JHS
without fainting (90.22+2.67) and with fainting (108.19+8.19), significantly
(p<0.0002) exceeded the similar indicators (70.23+1,17) in the control group.
Conclusion. In children with JHS, heart rate increased sharply during
verticalization, especially in those prone to fainting, which may indicate autonomic
dysfunction inherent in connective tissue dysplasia.

children, connective tissue, tachycardia, autonomic nervous system.

Delyagin V., Aksenova N. Postural tachycardia in children and
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