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CUHAPOM HEAUPPEPEHLLUPOBAHHOW AUCNAA3UK

COEAWHUTEAbHOM TKAHU Y AETEN

C KOCTHO-MbILWEYHON NATOAOTUEN

C. U. Tumocbees 2, C. B. MuHaes !, A. B. UIcaesa ', U. B. NaeaeHko !, 0. H. BoAroToB!

1 CTaBpONOABCKMIA FOCYAQPCTBEHHbIN MEAULLMHCKMI YHUBEPCUTET

2 AeTckas 60AbHULA, MaraaaH

€CMOTPS Ha NOBbILLUEHHbIA NHTEpPEeC K Npo-

Gneme NaToNOrMM COeAUHUTENbHOMN TKaHN,

KpaiHe Mano uccrnenoBaHuii No N3y4eHuio
cuHapomMma HeanddepeHUMpoBaHHO Aucnna-
3um coepuHutTenbHon TkaHu (ACT) y peteir,
npoxuBawowmx B ycnoeusax KpainHero CeBepa
[2, 3, 8, 12, 13]. Ha TeppuTOpUM o6nacTu nNpo-
)KMBaIOT KaK KOPEHHbIE XUTEeNN, Tak U npulnioe
HaceneHune. Pycckue coctaensaiot 80,2 % xurte-
nen, ykpavHupbi 9,9 %, aseHsbl 1,4 %, Oenopychbl
1,2 %, TaTtapsbl 1,1 %, kopaku 0,5 %. KopeHHoe
HaceneHune cocTaBnseT okono 3,2 % YNCIIEHHO-
CTU HaceneHuda o6nactu [4].

CnepyeTr OoTMETUTb, YTO Cpean HaCNeacCTBEH-
HbIXx 3aboneBaHnii COeaANHUTENbHOM TKaHW Bblae-
NAI0T CUHOPOMHbIE U HECUHAPOMHbIE GOPMbI. [pun
CUHOpOMasbHbIX ¢dopmax (cuHopombl MapdaHa,
onnepca - [JaHno, HeCOBEPLLUEHHbIN OCTEOreHES,
cuHgpom Ctuknepa v aOp.) naTonorn4yeckmin npo-
uecc 0OyCnoBfEH BPOXAEHHLIMU CTPYKTYPHbI-
MU 1 metabonuyeckummn pgedektamu KomnnareHa
[1, 6, 7, 10]. OTMeuaeTCa CEMENHbIN XxapakTep
haHHon natonoruum [11].
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B cnyyae cTepToro v HETUMMYHOIO NPOSAB/IEHUNS
CUHOpPOMabHbIX GOPM KIIMHMYECKNE cnyyan 00b-
eaMHAI0T B rpynny HeanddepeHLnpoBaHHON aUC-
nnasmu coeguHutensHon TkaHu (OCT). OdaHHble
aHomManuu, ¢ OOHOW CTOPOHbI, CBUOETENbCTBYIOT
06 nmeloLeMCs COEANHUTENbHOTKAHHOM aedek-
Te, a C Opyron — He yknagaplBaloTCa HM B OOHY U3
nmeioLmxca dopm [1, 6, 7, 10, 14, 15]. do cux nop
MHOrMe acnekTbl 3TOM NPOoBAeMbl OCTalTCA Mano-
MN3y4EeHHbIMW.

Llenbto gaHHoOM paboThl ABMIOCH M3y4eHne Npo-
asneHnn OCT cpean peten ¢ KOCTHO-MbILLEYHOMN
natosiornen, NPoXuBaoLWnx B ycrosusx KpanHero
Cesepa.

MaTtepuan n metoabl. B nccnegosaHme BoLu-
N AaHHble Yrny6/eHHbIX MeaULMHCKMX OCMOTPOB
2011-2012 rr. cpepgn 173 peten-cnpoT n OeTen,
ocTaBwmxcs 06e3 noneyeHna pogutenen. [po-
M3BEeOEH OCMOTP BOCMUTAHHUKOB OnbCKOro AeT-
CKOro Aoma, LUKOMbl-MHTEPHATa nocenka JBEHCK
CeBepo-3BeHcKoro panoHa MarapaHckol obna-
CTW, WKONbI-MHTepHaTa 8 Bnaa nocenka Cokon Ma-
ragaHckor obnactu. Bo3pacT oCMOTPEHHbIX AeTel
cocTtaBmn 8—-17 net. Manb4unkoB 661710 110 (63,6 %),
neBoyek — 63 (36,4 %).

MpoBoanacs KOMMAEKCHbIW aHanm3 COCTOSHUSA
300POBbS C U3YyYEHMEM BHELLUHUX PEHOTUMNYECKMX
nposisneHnn [ACT, BucuepanbHbiX MNPOSBAEHUN
Ha OCHOBaHUW YNbTPA3BYKOBOrO WUCCNEeA0BaHUS
cepiua, BHYTPEHHUX OpPraHoB, 3akKl4YeHun cne-
unanmnctoB. OueHky cteneHun Tsxxectn CT nposo-
ONAN HA OCHOBaHMM Knaccudunkaumm MmnkoBckom-
OumuTtposon [1, 9]. Mpun nepBol CTENEHU TAXKECTU
OCT, KOTOpylO MOXHO cyuTaTb HOPMOW, cymMma
©annoB He AoJIXHa nNpeBblwaTb 12. Ha ymepeHHyto
TaxecTtb ACT ykasbiBaeT cymma 6annos ot 13 oo
23. Csbiwe 24 6annoB — 3TO BblpaXeHHas CTEMNEHb
Taxectn ACT.

Ons amarHoCTUKM rmnepmMoOunnbHOro CUHAPO-
Ma MCMONb30BaNCb ANArHOCTUYECKUE KPpUTEPUN
C. Carter n J. Wilkinson (1969) B mogndwvkauum
P. Beighton (1973) [16, 17].

OToenbHO paccmaTtpuBanMCb MNpeacTaBuUTenun
KOpeHHbIX HapoaoB CeBepa M AeTu U3 NPULLIOro
HaceneHusi. KopeHHoe HaceneHne ObiNnO npea-
cTaBsneHo 65 (37,6 %) netbMmn. HaumoHanbHbIN CO-
cTaB Obi cneaywmnm: kopsku — 41 (23,7 %) pebe-
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HOK, 9BeHbl — 20 (11,6 %), utenbmenbl — 2 (1,2 %),
akyTel — 2 (1,2 %) pebeHka. Mpuwnoe HaceneHme
coctaBuno 108 (62,4 %) neten.

Cratnctmnyeckas obpabotka MNOJlydeHHbIX pe-
3ynbTaTtoB NPOBOAMAACH C UCMONb30BaHUEM Me-
TOAOB BapunaLMOHHON CTaTUCTUKN. AHaNN3 AaHHbIX
BKJIIOYAN CTaHOApPTHble METOoAbl OnMcaTenbHOW U
aHaINTUYECKOW CTaTUCTUKKN. [N CpaBHEHUA cpea-
HUX 3Ha4YeHMn BLIBOPOK Ucnonb3oBanu t-tecT. Bce
pacyeTbl MOJMIYYEHHbLIX Pe3ynsLTaTOB NPOU3BOAUNU
Cc ncnonb3oBaHnem nporpammsl STATISTICA v.6.0
(StatSoft, USA) pycudunumnpoBaHHas.

PesynbraTtbln o6cyxpaeHue. bbino yctaHosne-
Ho, uyTOoy 118 (68,2 %) neten nmenacb HopMma nMbo
oTMeyanach nerkas cteneHb gucnnasmm (12 n me-
Hee 6annoB). Y 51 (29,5 %) pebeHka Obina cpeaHsas
cTeneHb gucnnasum (13-23 6anna). Taxenasa cTe-
NneHb AMcnnasum ¢ cymmor 6annos Beiwe 24 o6Ha-
pyxeHay 4 (2,3 %) neten.

Cpeov peTtein ¢ Nerkom CTeneHbld AUCMIasum
npuLinoe HaceneHne coctaesuno 77 (65,3 %) aoe-
Ten, kopskn — 27 (22,9 %), ageHbl — 13 (11 %),
akytel — 1 (0,8 %). YMepeHHasa ancnnasus BbisB-
neHa y 28 (54,9 %) peten U3 NpuWIOro Hacerne-
Hud, y 13 kopskoB (25,5 %), y 7 aBeHoB (13,7 %),
y 2 ntenbmMmeHoB (3,9 %), y 1 akyta (2,0 %). N3 unc-
na peTten C BbIPAXEHHOM Aaucnnasmen: npuLibiX
6bino 3 (75 %), kopsgkoB — 1 (25 %). JaHHble no
pacnpegenenmio Taxectn ACT cpeam KOPEHHOro 1
npuwnoro HacenexHusa Kpannero Cesepa (0OTHOCK-
TENbHO OOLLErO KOMMYECTBA OCMOTPEHHbIX) NMpea-

cTaBfieHbl B Tabnuue 1.
Tabaumua 1
Pacnpepnenenune cteneun ACT y neten KpaitHero
CeBepa cpeau KOPEHHOro U NPULLIOro HaceneHus
(B % oT oOLero KoOnM4YeCcTBa OCMOTPEHHbIX)

KopeHHoe

Mpuwnoe P
HaceneHune

CreneHb ACT HaceneHue

Ovcnnasuns nerkom
cTeneHn

(0-12 6annos) 41 (23,7 %) | 77 (71,3 %) | 0,021

Ouncnnasus
yMepeHHOM
cTeneHu
(13-23 6anna) 23 (13,3 %)

28 (16,2 %) | 0,087

Aduncnnasusa
BbIpaX€HHOM
cTeneHun

(24 6anna n Boiwe) | 1 (0,6 %)

3(1,7 %) |0,044

Cpeau KOpeHHOro HaceneHus NPosIBIEHNS ANC-
Nnaasnm yMEpPEHHOM M BbIPAXEHHOW CTeneHun 06-
HapyxXeHbl y 24 (40 %) peteir. OgHako B AmarHo-
ctnyeckmne kputepun OCT BXOOAT M CUMMNTOMBbI,
paccMaTpuBaeMble Y KOPEHHbIX HAPO4OB Kak Ba-
pvaHT HOpMbl. B yacTHOCTU, 3TO CeaoBUAHOCTb
NepPeHoCuLbl N SNUKAHT, BCTPEYaLLmMecsa npakTn-
4YecKkn y BCeX AEeTeN KOPEHHbIX HapogHocTen. Tak,
€CJIN HE Yy4YNTbIBATb JaHHbIE MarHOCTUYECKNE KPU-
Tepun, T0 10 n3 24 peteli aBTOMATMYECKN MNepe-
XOAAT B rpynny Nerkon gucnnasnm n ypoBeHb yme-
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peHHoW gucnnasum coctaBut 21 %, 4TO MeEHbLUE
COOTBETCTBYIOLLEr0 nokasatens y Npuwaoro Ha-
ceneHus.

[aHHble, MoNy4Y4eHHbIe MPU OLEHKE TIMNepMo-
OUNbHOro CMHAPOMa cpeau neTen, NnpeacTaBfieHbl

B Tabnuue 2.
Tabnuua 2
MposiBneHne runepmMooGuNbLHOro cMHApPomMa
y neteii KpaitHero CeBepa cpeau KOPeHHOro
W MPULLNIOIro HaceneHns

KopeHHoe Mpuwnoe
Bcero peten HaceneHue HaceneHue
Bannsl 1) (2 P12
Abc. % Abs % Abs %
0-2 128 | 73,9 | 44 | 25,4 | 84 (48,6 0,028
3 17 9,8 9 5,2 8 4,6 | 0,087
4 12 6,9 2 1,2 10 5,8 (0,031
5 7 4 6 3,5 1 0,6 | 0,034
6 2 1,2 1 0,6 1 0,6 | 0,099
7 5 2,9 2 1,2 3 1,7 | 0,089
8 2 1,2 1 0,6 1 1,2 | 0,092
NToro 45 26 21 12,1 24 | 14,5

MMNepMobUNbHbIN CUHAPOM pa3HOW CTerneHu
BblpaXXeHHOCTU Obln BbisiBNEH Y 45 (26 %) ocmo-
TPEHHbIX AeTen. 3TO 4O0CTAaTOYHO BbICOKMI Nokasa-
TeNb, NOCKOJIbKY MO AaHHbIM NUTEpaTypbl HacToTa
pacnpocTpaHeHnUs rmnepMoOnIbHOro CUHAPOMa
BapbupyeT, coctaenas okono 10 % y npeacraBu-
Tenewn eeponenckon nonynaumn n 15-25 % adppwm-
KaHCKOW 1 asnartckom [1, 6].

Mpn netanbHOM aHanu3e y aeten — npencra-
BUTENEN MPULLSIOrO HacCesieHuMsa 4YactoTa BCTpe-
4aemMoCTU rMNepMoOUIBLHOro CUHAPOMA Pas3HoM
CTErneHn BbIpaXeHHOCTM cocTaBuna 22,2 %. Y
obcnenoBaHHbIX KOpsikoB (41 pebeHoK) runep-
MOOWUIbHBLIA CUHAPOM BCTPEeYancs NpakTU4ecku y
32 % obcnepoBaHHbIX (13 geten). MNMpuyem ecnn y
Masib4MKOB OH BCTPETUJICH NNLLb B 2 CNydasX, TO Y
[eBoYeEK rMNepMoBOUNbHbIN CUHOPOM pPa3Hol cTe-
MeHn BbIpaXXeHHOCTM Obin BbisiBNieH B 50 % cny4ya-
eB.

Cpeaun ocMOoTpeHHbIx 20 3BEHOB rmnepmModusib-
HOCTb cycTaBoB 3 6asnna 1 Bbllle OOHapyXeHay 5
(25 %) neTtei.

O6a OCMOTPEHHbIX UTENbMEHA AEMOHCTPUPO-
BaNu NpPoOSBNIEHUS rMNepmMoObuibHOro cuHapoma.
Cpean 2 0OCMOTPEHHbIX SIKYTOB O0AUH pebeHoK He
OOHapyXun npPoOSABNEHUI TrunepmMoOuNbHOCTH,
Torga Kak y BTOPOW AeBOYKM MPOSABAEHUS runep-
MOOUBHOI0 CMHAPOMA cocTaBunu 8 6annos.

B uenomMm B nonynsuMm KOPEHHbIX HapoOoB
CeBepa rmnepmMobunbHbI CUHAPOM BbISB/IEH Y
32,3 % petein.

M3 nposBneHnin runepMobunbHOCTU CyCcTaBoOB
Hanbonee 4yacTo BCTpeyanocb nepepasrndaHue
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JNIOKTEBbIX CYCTaBOB — 37 OCMOTpPEHHbIX (21,4 %).
Tak e 4acTOo BbISIBASSICA HAK/IOH BNepes, Npu Bbl-
NPSMAEHHbBIX HOrax — AaHHbI CUMNTOM 6bia Mo-
noxuteneH y 35 pertenn (20,2 %). BoamMoxHoOCTb
joctaTb NagoHaMM 0 nofa npu NpsaMbiX HOrax
Oblna npucylia MnoJIOBUHE OCMOTPEHHBLIX AEBO-
YeK U3 KOPEHHbIX HapoaHocTen — 16 n3 32 neren,
n3 kotopbix 10 — kopsykun. MNMepepasrubaHune B V
NACTHO-(anaHroBOM cycTase BbigBNeHO B 14,5 %
cny4yaeB, rMNepaKCTEH3US AUCTanbHbIX danaHr
1-x nanbueBy 13,9 %.

lMposBneHna cuHppoma Aucnnasum coegu-
HUTENbHOW TKaHW, Tpebylowue HabnwoaeHus wn/
WY NPOBEAEHNSA XUPYPIUYECKOr0 NIeYEHUS, Bbinn
npeacTasneHbl HECKOIbKUMW BUAAMU NaToNornm.

HapylweHuns ocaHkn pasnuyHbiX BUAOB, BbISB-
NeHbl B 54 cny4adax, 4To COCTaBUJIO TPeTb OCMO-
TPEeHHbIX aeten. lpyn 3TOM HapyLleHUss OCaHKM,
CONPOBOXAABLUIMECH YCUNTEHUEM IPYAHOro KNGOo-
3a, ObIIM XxapakTepHbl AN NPULLAOTrO HaceneHns
(8 npuwnon nonynsaummn 11 % npotms 4,5 % y ko-
peHHon, p<0,05). B rpynne KOPEHHOro HAaCeneHms
npeobnaganu HapylweHus, CBsi3aHHble CO crna-
XEHHOCTbID GU3NONOrnYecknx n3rnborB nO3BO-
HO4YHUKaA. lNnockas cnyuHa B KOPEHHOM Nonynaunm
obHapyxeHa B 28 % cnyyaeB, npuyem Hanbonee
yacTo — cpeau AeBo4vek-kopsayek. Cpeau npu-
LUJIOrO HacesNeHUs AaHHbIA nokasaTesib COCTaBUI
9,3 % (p<0,01). Takaa BbiCOKas 4YactoTa BCTpe-
4aeMOCTU CrNaXeHHOCTN (PU3NONOrnN4ecKUx n3-
rMOoB MO3BOHOYHMKA, BO3MOXHO, MpeacTaBnser
BapMaHT «CEBEPHOMN HOPMbI» — MPAKTUYECKN HU Y
KOr0 M3 OCMOTPEHHbIX AETEN KOPEHHOrO Hacene-
HUS He BbIIBNEHO 60Nen B CNMHE N ApYrix Nposis-
NIEHNI OCTEOXOHAOPO3A.

CKONMOTUYECKME HApPYLUEHUS OCaHKN BbISIB-
nanuce y 27 (15,6 %) ocmoTtpeHHbix. Cpegmn npu-
LUNIOr0 HaceneHus AaHHbI nokasaTesb COCTaBUI
15 %, cpeam KOPEHHOro CKOMNO3 BbiIBNEH B 17 %
cnyyae (p=0,086). B obeux rpynnax He BbisiB-
JleHo cny4yaeB 6onee 2 cTeneHn ckonamosa. Yaue
CKOMMO3 Nopaxan 9BeHOB, YEM KOPSKOB.

dedopmaunm rpyaHoOn KneTkn obHapyXeHbl y
14 peten: 1 cteneHb gedopmaunm BoigeneHay 12
neten, 2 cteneHb — y 2. BoipaxeHHbix gedpopma-
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Takxe obpatmna Ha ceda BHUMAaAHWE BbICO-
Kas BCTPEYaeMOCTb MOMNEPEYHOro NI0CKOCTONUS
cpegn KOpeHHbIX ageten. Tak, ecnu cpegn npu-
LWOro HaceneHus nonepeyHoe naoCKocTonue
obHapyxeHo B 1,9 % cny4yaeB, TO KOPEHHOE Ha-
ceneHme cTpagano gaHHonm natonormen B 15 %
cnyyaes (p<0,001). Cpegn npuwIoro HaceneHus
yauie BCTpeYanmcb SIBAEHUS MPOAOSLHOIO nao-
ckocTonus. XoTenocb 6bl OTMETUTb 0COOEHHOCTb
CTPOEHNS CTON AeTen — NpeacTaBUTeENein KOpPeH-
HbIX HapoagoB. CTona ykopo4YeHa B NPOAOJIbHOM
HanpaBNEeHUN N YBENNYEHA B NnonepevyHoMm. lMNanb-
Lbl HOML, Kak npaBunoO, KOPOTKME, 4TO CO34aeT
BHELUHWI BN, «KBAOPATHOM CTOMbI». Tak Xe OT-
HOCUTENIbHO KOPOTKME nanbubl knctn. Cpeaun oe-
TEN KOPEHHbIX HApoaoB Yawe BcTpedancs halux
valgus: 7,7 % npotue 1,9 % y npuwnbix geTemn
(p<0,05).

MposiBnenns cnaboctn nepegHen OPIOLLIHOWN
CTEHKM B BUAE TPbLK PasanyHON flokannsauum
3HA4YNTENbHO Yalle BCTPEYaMCb Cpean NpuLLIbIX
neten. ToNbko y 04HOro pebeHka M3 KOPEHHOro
HaceneHus BbisIBJIEHA rpbixa nepeaHei GpIoLLIHON
cTeHkun (1,5 %), Toraa kak cpean npuULIbIX 4acTo-
Ta naxoBbIx rpbik coctasmna 3,7 % (p<0,05), ny-
noyHbix 8,3 % (p<0,01), rpbix 6enon nuHum 1,9 %
(p<0,05). HeonyuieHne siM4ek BbIIBNEHO cpeau
3,7 % pyCcCKux OeTen n BCcero y ogHoro pedeHka
(1,5 %) n3 kopeHHoro Hacenenus (p<0,05).
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THE MANIFESTATION OF THE CONNECTIVE
TISSUE DYSPLASIA SYNDROME IN CHILDREN
WITH MUSCULOSKELETAL PATHOLOGY
TIMOFEEV S. I, MINAEV S. V., ISAEVA A. V.,
PAVLENKO I. V., BOLOTOV YU. N.

The article presents the facts about the peculiar-
ities of manifestation of the connective tissue dys-
plasia syndrome in children living in conditions of the
Far North of Russia. By examination of 173 children
from orphanages of the Magadan region the preva-
lence and manifestations of the CTD syndrome was
determined. In the groups of indigenous children
and migrant populations significant differences in
the manifestations of the studied syndrome were
revealed — higher frequency of manifestations of
CTD in non-aboriginal population, which may be
associated with the effect of adverse climatic and
geographical factors determining the development
of the syndrome in the child’s body non-adapted to
the conditions of the Far North.

Key words: connective tissue dysplasia, struc-
ture, prevalence, children



