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CUCTEMHbIN Noaxona K
COEAVHUTENBbHOTKAHHOM AUCNNA3UU B
NEAUATPUYECKOW NPAKTUKE
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B nocnegHee pecatunetve  Habnopaetca
OTYETIMBOE  yBenuveHue  BOosbHbIX, Yy  KOTOPbIX
BbIABNAIOTCA  K/NIMHMYECKME MPOABMEHUA  AMCNAa3un
coeanHuTenbHol TkaHu (4CT). He BbI3biBaeT COMHEHMUS,
YTO AaHHAA MATO/IOTUA ABAAETCA MEXAUCLMNINHAPHOM
npobnemoii, OxBaTblBalOLWEN WHTepecbl MNeaMaTpos,
KapAMo/0roB, opToneaoB, HEBPOIOrOB, SHAOKPMHONOIOB
M MHOMMX  Apyrux  crneumanuctoB.  CUCTEMHOCTb
nopaxkeHna npu [ACT BO mHorom obyciosneHa
BCEOOBEM/TIOLMM PACNPOCTPAHEHMEM COEOUHUTENbHON
TKAHW B OpraHM3me, COCTaB/ANOLWEN CTPOMY BCex
opraHoB. Cpeayn pPas/INYHbIX KAUMHUYECKUX MPOSABAEHUIM
OCT BaKHeWwee 3HAYeHWEe OTBOAMTCA W3MEHEHUAM
CO CTOpPOHbl  cepAeyvHo-cocygucton  cuctembl. K
Beaywmm npoasaeHuam cuHgpoma ACT  cepaua
OTHOCAT NPOJIANC MMUTPAZbHOIO W TPUKYCNUAANBHOTO
KNnanaHoB cepaua, /I0XKHble (aHOMasnbHble) Xopabl fe-
BOTrO JKENYA0YKA, HAPYLIEHUs CEepAEYHOro putmMa W
npoBOAUMOCTU. [MCnAasMm CoeauHUTENbHON TKaHU Y
neten, ABnsacb MynsTudakTopHon GOHOBOM NaTonormen,
beHoTUNnYecku npoasBAstoTCA NoIMOPraHHbIMMU
HapyLeHUAMM, MPEeXae BCEro CO CTOPOHbI CepaevyHo-

COCYAUCTOM, HEPBHOW CUCTEM, OPraHoB Onopbl U
OBVXKEHUA, CAYXKaT  KOHCTUTYLMOHaNbHOMW  OCHOBOM
[OaHHbIX HapyLeHun [2].

Uenb pabotbl - KOMMNEKCHaA  OLeHKa

OMCNNACTUYECKMX U3MEHEHUN Yy AeTel U NOAPOCTKOB C
KapAmMo/IorMyeckomn naTosiorne.

Martepuanbl M metogbl bbiio nposegeHo
obcnepoBaHue 31 pebeHKka B Bo3pacTe 5-17 nerT,
HaXOOMBLUMXCA HA NleYeHUM B  NegmaTpuyeckom
otaeneHnn TAY3 AO K6 r. BnaroselueHcKa. CpegHui
Bo3pacT nauueHtoB 12,3+2,7 netr. U3 obuwero uucna
obcnenoBaHHbIX aeBodek - 17 (54,8%), manbumkos - 14
(45,2%). Bcem nmaumeHTam NpoBOAUIOCH KAMHUYECKOE,

nabopatopHoe © dyHKUMOHanbHOe o0bcnegoBaHMe.
O6paboTKy PaKTUYECKUX [aHHbIX OCYLLeCTBAAAM C
nomoLLbto Nporpamm Statistica 6.0.

Pesynbratbl uccnegoBaHua [pu  UsyyeHuu
aHTeHaTaNbHOro nepuoga Obl1O0  BbIABAEHO, YTO B
74,2% cny4aeB OTMeYasioCb NATONOIMYECKOe TeyeHue
H6epemeHHOCTH, KoTopoe 6bl10 NPeacTaBNeHO aHeMUEN -
30,4%, TOKCMKO30M - 21,7%, recto3om - 17,4%, BUPYCHOM
nHdekumen - 13%. Poapbl B cpoK 6b1an y 90,3% KeHLWMH,
KecapeBo ceyeHune -8 12,9% cnyyaes. JeTn HaxoaAMANCb Ha
NIeYEHUN B NeMATPUYECKOM OTAENEHNUN CO C/IeAYHOLLMMM

AMarHosamu: MUOKapanoamnctpodusa (51,6%),
BeretaTuBHasa aucoyHruma (48,4%), conyTcTBytOWwasn
natonorua  6bia  npeacrtasseHa  3abosieBaHUAMMU
LWMTOBUAHOM Kenesbl (3HAemuyeckuin 306 - 6,4%,

AYTOMMMYHHbIN TUpeonanT - 16%), mo4yeBblaennTebHOM
cuctembl (Hedpontos - 3,2%), OMNOPHO-ABUrATENBHOIO
annapata (74,2%). B cpegHem Ha OAHOro naumeHTa
NPUXOANNOCH 2-3 HO30/10TMYECKME eAUHULLBI, C KOTOPbIMU
OETU U MOAPOCTKM COCTOAT HA AMCMAaHCEPHOM y4yeTe Yy
pasHbIX cneumnannctos (y Kapauonora - 87,3%, Hesposiora
- 38,7%, sHpokpuHonora - 35,4%, opTtonema - 12,9%,
racTposHTtepoJsiora - 6,5%, remaTonora - 3,2%). Hanbonee
YyacTbiMK Kanobamu 6blM NPOABAEHMA aCTEHUYECKOTro
(45,2%), rkapgmanruyeckoro (38,7%) M apuUTMMYECKOro
(22,6%) cuHapomos.

[MposegeHHOEe nccnegoBaHme BHELUHUX
beHOTUNNYECKMX NPU3HAKOB NOKasano, Yto 32% petei
N NOAPOCTKOB MMenu oT 3-X A0 5-T npusHakos, a 68%
- 6 1 bonee. Y naumeHToB C Hambonbllein 4acTOTOM

06HapyXMBaNUCh KOCTHO-CKe/NleTHble NU3MeHeHuA:
rmnepmobunbHoCcTb  cyctaBoB - 71%, cKoamos -
54,8%, BOpOHKOOOpa3sHas rpyaHas Kiaetka - 32,2%,

aHOManuu npopesbiBaHua 3ybos - 19,4%, kudos - 10%,
nnockoctonune - 3,2%. MWcnonb3ys 6GannbHyt0 OUEHKY
BHELWHWX TMPW3HAKOB BOB/IEYEHUS COEANHUTENbHOM
TKaHW, OMArHOCTUYECKM 3HauMmble 12 n 6onee 6annos
nmenn 83,9% obcnenyemsix [1, 3].

Mo paHHbIm  Y3U  cepaua npusHakm AOCT
66 amarHoctmpoBaHel y 80,6% peteit. Hambonee
pacnpocTpaHeHHbIMM BblIM AONONAHUTENbHbIE TPAbEKRYbI
nesoro xenygouka (AT/1XK) - 58,1%. C meHblUen YacToToM
6blN AMArHOCTMPOBAH MPOAANC MUTPAIbHOIO KaanaHa
(MMK) - 16,1%. OTKpbITOE OBa/ibHOE OKHO B COYETAHWUU
C  aHeBpM3MOM  MexnpeacepAHON  Meperopoaku
Habnatoganoce y 6,4% 6onbHbIX. CeayetT OTMETUTDb, UYTO C
yBeNnYyeHnem4ymnciaBHelWwHUxnpm3Hakos ACT nocToBepHO
YBENNYMBANOCH M YNC/IO0 BHYTPEHHMX NPU3HaKoB (p<0,05).
B rpynne aetei, MMeBLWMX A0 3-X BHELIHMX MPU3HAKOB
AOCT, KonnyecTBO AMCNNA3UIM CO CTOPOHbI cepaua bbiio

Pestome [ucnnasva coeauvHUTENIbHOW TKaHU
(ACT) npeactraBnaer cobo  YHUKaNbHYHO
QHOMaNNIo Pa3BUTUA OPraHN3Ma, OTHOCALLLYHOCA
KUMCNY C/TOXKHbIX BONPOCOB Neagmatpum. Beratbe
npeacrtasneH aHanv3 31 uctopum 6H0ne3HU
AeTeil pas3NMYHOro BO3PacTa, HAXOAMBLUMXCA
Ha NeYeHUn B KapAMOJIOTMYECKOM OTAEeNEeHUU
OETCKOW TopOoACKOM KAMHUYECKON 601bHULbI
(AFKB) bBnaroBelleHcKa. PaccmaTtpuBatoTca
beHoTUNMYeCKHNE " BUCLIepasibHble
npusHakm OCT B 3aBMCMMOCTM OT MOpaXKeHus
opraHoB UK cuctem. OTmeyaeTcA BaXKHOCTb
CBOEBPEMEHHOTO  BbIABNEHUA  NPOABAEHUM
COeaANHUTEIbHOTKAHHOM aucnnasum B
neaMaTPUYECKOM NPaKTUKE.
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Abstract Connective tissue dysplasia (CTD) is a unique anomaly of the
development of the body, which is one of the most complex issues of pediatrics.
The article presents an analysis of 31 case histories of children of various ages
who received treatment in the cardiological department of the State Children’s
Clinical Hospital in Blagoveshchensk. Phenotypic and visceral signs of CTD are
considered depending on the damage to organs and systems. The importance
of timely detection of manifestations of connective tissue dysplasia in pediatric

practice is noted.
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y 37,5%, y naumeHToB ¢ 3-5 BHEWHUMN NPOABAEHUAMM
konnyectso ACT cepaua gmarHoctupoBanocb y 55,5%,
a Npu yBENIMYEHUM BHELLIHUX MPU3HAKoB A0 6 u 6onee,
KONMYECTBO KapAunaabHbIX AUCNNasnii coctasuno 78,6%.

AHannsmpya gaHHble KT, cneayet OTMETUTDL, YTO
HapyLeHWsa puTMa cepaLia 6biam BbiaBaeHbl B81% cnyyaes
W npeacTaBfieHbl creayolwmm obpasom: bpagukapaua
(50,6%), Taxmkapama (10,4%), skTonmuyecknin putm (6,5%),
aKcTpacucTonusa (10,3%). HapylweHus npoBoguMoCTH No
AaHHbIM KT obHapyxkuBanucby41,8% neteit: AB610Kkaga
| cteneHn (29%), cUHOPOM paHHelN penonspusaumm
xenygoukos (CPPX) (9,6%), CA 6nokaga (3,2%),
deHomeH WPW (3,2%). B pesynbraTe conoctaBaeHUs
3Kl m3ameHeHuit ¢ gaHHbiMM IXOKI y naumeHTOoB C
cuHgpomom [CT cepAaua ¢ BbICOKOM YacTOTOM BCTpevasca
CPPX: npun OAT/IXK B 61,1%, npun NMMK - B 60% cnyyaes.
Kpome TOro, mexay aTMMM U3MEHEHUAMMU OTMEYannCb
NONOXUTENbHbIe KoppenAaunoHHble ceasun: CPPX n AT/TK
(R=0,63).

O6cykaeHne noayyeHHbIX AaHHbIX Hanbonee
yacTolikanobon nauymeHToB c ACT ABNAETCA aCTEHNYECKUNI
CUHAPOM, BbIABNEHHbINB45,2% Ccnyvaes, NPOABAAIOLLNIACA
6bICTPOM UCTOLLLAEMOCTbIO, YTOMIAEMOCTbIO U C1abOoCTbHO.
B aHTeHaTanbHOM aHamHe3e geter ¢ ACT oTmedyanocb
naTonornyeckoe TeveHne bepemeHHoCcTM Ha GoHe aHeMmUn
(30,4%), Tokcnkosa (21,7%), rectosa (17,4%) u obsutua
nynosuHbl (17,4%). MNpuBegeHHble AaHHble KOCBEHHO
CBUAETENBCTBYIOT O TOM, YTO B OCHOBE AUCMNAACTUYECKOTO
Pa3BUTUA COEAUHUTENbHOTKAHHbIX CTPYKTYp 6onbluoe
3HaYeHWEe WMMEIOT He TONIbKO reHeTuyeckue @aKktopsbl,
HO M NATONOrMYecKkoe co3peBaHWe, AnddepeHLMpPOBKa
COEAMHUTENbHON TKAaHM NPU HapyweHHOM d¢eTasibHOM

pa3sutun. [pu 3TOM HeobxoaAMMO OTMETUTb, YTO
pa3BMTME W CO3pEBaHME MMUTPAZbHOTO annapaTa,
COEAMHUTENBHOTKAHHbIX  CTPYKTYP W BEreTaTMBHOM

HEPBHOW CUCTEMbI MPOUCXOAUT CUHXPOHHO B OAHO
M TO Ke Bpemsa 3mbpuoreHesa W NOCTHaTa/IbHOrO
oHTOreHesa. Tak Kak MmopdoreHes coeauHUTEIbHOM
TKaHW obycnoenvBaeT popMMpOBaHME KapKaca cepAua
Ha BCex 3Tanax oHToreHesa, CTaHOBUTCA NOHATHO, MoYeMy
HapyLeHWA pUTMa CepAaL,a BCTPEYAOTCA NOYTU Y BCEX /INL,
€ GeHOTUNMYECKMMUM MPU3HAKAMMN.

Mo paHHbiMm JKI, y o06cnenoBaHHbIX AeTei
HapylweHusa AauardoctupoBanucb B 81% u  6blan
npeacTaB/eHbl NPenMMyLLEeCTBEHHO bpaaunKkapamen
(50,6%). Mpw IXOKT mccnenoBaHUKM € BbICOKOKM YacTOTOM
BbisiBnanucb AT/ (58,1%). BbiABneHa Mx B3aMMOCBSA3b C
CPPX: npu nx coyeTaHMn yBeNMYNBAETCA PUCK Pa3BUTMA
APUTMUI U HapYLLUEHUI reMoanHammKm [4]. Y nauneHTos
¢ OCT c Haubosnbluel 4acToTOM BCTPEYA/IMCb KOCTHO-
CycTaBHble ameHeHus (71%). C yBenmyeHMem BHELIHUX
npoasneHnin ACT yBennumBanachb 1 4actoTa KapamasibHbIX

ANCcnnasun.
3akntoyeHue Hanunuune onpeneneHHom
COBOKYMHOCTU  dpeHoTUnmyecknx npoasneHun  ACT

TpebyeT ueneHanpaB/ieHHOro MOUCKA A/1A BblBAEHUA
BO3MOMKHbIX HAPYLUEHUN BHYTPEHHMX OPraHOB Yy A@HHOIO
KOHTMHreHTa nauneHToB. C yBeanyYeHeM yaebHOro Beca
HacneaCTBEHHOM NATONOMMN HEOBXOAMMO KOMMIEKCHOE
obcnenoBaHMe He TO/IbKO CamMMX MaLMEHTOB, HO U Y/1IeHOB
nx cemen. YuntbiBas moanouumpytouee samaHme ACT Ha
KNMHUYECKME NPOSIBAEHMA U TEYEHNE aCCOLMMPOBAHHOM
C Hel naTosiorMM, 0coboro BHUMAHMA 3ac/iyXKuBaeT
panbHellwee uM3yvyeHWMe 0cCOBeHHOCTEN HapyleHun
CO CTOPOHbI CepAeYHO-COCYANCTON CUCTEMbI Yy AeTein ¢
HeCOCTOATE/IbHOCTbO COeANHUTENIbHOTKAHHbIX CTPYKTYP.
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