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PACNPOCTPAHEHHOCTb AUCNAA3UU COEAUHUTEABHOMU TKAHHU

B CTABPOINOAbCKOM KPAE

H. A. Py6aHoBaq, E. M. Kokopa, O. B. KopoTkosa
MuHUCTEpPCTBO 3APABOOXPAHEHU CTABPONOAbBCKOro Kpas

0 HacTosquwero Bpemenu B Poccuu n 3a pybGe-
)XOM He MNPOBOAWIMCb NPOCMNEKTUBHbIE 3NU-
AeMUOoJIoOrM4eckue UuccneaoBaHWss no  pac-
poCTPaHEHHOCTU HacneacTBEHHOW  CUCTEMHOM
avucnnasmv coeguHutenbHoil TkaHu (ACT) B oOweit
nonynauumv HaceneHus. CBepeHus, Nony4YeHHbIe Npu
BbIOOPOYHOM aHann3e, KacaloTcs B OCHOBHOM 4acTo-
Tbl BCTPEYAEMOCTU HEKOTOPbIX reHeTuyeckux (and-
dbepeHumpoBaHHbIiX) ¢popm — cuHgpomoB MapdaHa,
Anepca — Oanno n gp. BmecTe ¢ TeM B NpakTU4eCcKomn
AEeaTeNIbHOCTU Bpaya 3HAa4YUTEsIbHO Yalle BCTPeyaloT-
Csl reHeTn4Yeckn HeandPepeHuMpoBaHHbie aucnna-
3un coepuHutenbHoi TkaHn (HOCT), koTopbie knmu-
HUYECKU MPOSBAAIOTCH Pa3/IMYHbIMA aHOMAaNNSMU
pa3sutusa, dpeHoTunaMmm U CMHAPOMaMM U XxapakTte-
PU3YIOTCSA LUMPOKOI pacnpoCcTpaHEeHHOCTbIO, Nporpe-
AVIEHTHOCTbIO TE@YEHUS, KIIMHU4YEeCKUM nonnmopepu3s-
MOM.

JaHHble 0 pacnpocTpaHeHHOCTU HeamnpdepeHunpo-
BaHHbIX [ICT HOCAT NpOTMBOPEUMBbLIV xapakTep. O6 aToM
CBMOETENbCTBYIOT MMEIOLWMECS Pasnnynsa B 4acToTe Bbl-
SIBIEHUSA STOM NATONOrMmn B NOMNyNsLUMm, KoTopas, no gaH-
HbIM Pa3HbIX aBTOPOB, konebnetcsa ot 8—9 % no 26-30 %.
BmecTte ¢ Tem, no gaHHbiM U. A. Buktoposoi, ACT Habnio-
naetcs ¢ 4yactoTon oT 26 0o 80 %, B TOM 4nucne y oeten n
noapocTtkoB Omcka 7-17 net — B 53,5 % [1], y vy, mono-
poro Bo3pacTta — ot 13 % o 35-60 % [2].

Llenb nccnepoBaHus: onpenenieHne 4acToThl BbiiBNSie-
MOCTU aHOManui pasBuTUs, GEHOTUNUYECKMX U CUHAPOM-
HbIX nposaBneHnin CT B NOANKINHUYECKNX YHPEXAEHNSX T
CraBponons n CTaBponosibCKOro kpas.

MaTtepuan n wmetogbl. [lpoBeneHo BbIOOpPOUYHOE
M3y4yeHNEe pacnpocTpaHeHHoCTn HacnencteseHHon [OCT.
AHann3npoBannCb KapTbl amMOynaTopHbIX 60MbHbIX (.
025-y), uctopumn passutus pebeHka (Pp. 112-y), Tano-
Hbl amOynaTopHbIx nauneHToB (¢$.025-y, 10-y-97-y), oT-
YeTbl CTaTUCTUYECKUX [OaHHbIX [BY3 «MeguumHckui
MHOOPMALMOHHO-aHASINTUYECKNIN LEHTP».
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ponons. YunTbiBanncb o0palleHns NaumeHToB 3a nepmos,
c miona 2011 no nionb 2012 ropa.

PacnpoctpaneHHocTe HOCT onpegensnm kak OTHO-
LEeHMEe yncna NnL, Y KOTOPbIX Ha MOMEHT obcnenoBaHust
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Habnopgaetca 3aboneeaHne, KO BCeM 00CNen0BaHHbLIM.
PacnpocTpaHeHHOCTb paccuynTbiBaAM Kak afisi Bcex obene-
[0BaHHbIX (06wWas), Tak 1 s BblOeNEHHbIX BO3PaCTHbIX
rpynn. Mo nHdpopmauum N3 MegULIMHCKOM JOKYMEHTaLMN
YTOYHSASINCb KJIMHMYECKas XapakTepucTuka MNauneHToB,
AMarHos, MeTopbl ANarHOCTUKN.

HOCT pacnpepensinm Ha BUcLepanbHYlo, KOCTHYIO,
KOCTHO-BUCLEPAJIbHYIO POPMBI.

lMonoBo3pacTHOM COCTaB MauUMEHTOB NPEACTaBieH B
Tabnuue.

Tabavua
MonoBo3pacTHOM cOCTaB NaLUEHTOB
Craspononb BnarogapHbin
Bospact Bcero

Bcero| M K |Bcero| M XK
[oLwKonbHbIN 9171 | 4262 (2215|2147 | 4909 | 2355 | 2454
LLIkonbHbIN 10495 | 5564 |2813|2751| 4931 | 2437|2494
MoapocTkn 4276 | 2201 | 1071|1130 | 2075 [ 1091 | 984

15-17 net
18-24 net 1859 | 1659 | 580 (1079 | 200 | 100 | 100
Bcero 25803 | 13386 | 6579 | 7107 | 12115 | 6083 | 6032
B % k utory 100 100 |47,9|52,1| 100 |50,6 | 49,4

PesynbTathl 1 06cyXaeHue. B peaynstate npose-
[EHHOro 1ccnenoBaHus ycTaHoBneHo, 4To y 5,8+0,03 -
200,03 % ob6cnegoBaHHbIX MMEKOTCA MPU3HaKM OUC-
naasvum COEAMHUTENBHOW TKaHM C OOMHAKOBOW YacTOTOM
BCTPEYAEMOCTU Kak CPeAN MYXCKOWM, Tak U XXEHCKOM 4acTun
HaceneHus.

Mpn aHanuze obLiein pacnpocTPaHEHHOCTU BUCLE-
panbHbIX, KOCTHbIX, KOCTHO-BUCLEpPaNbHbIX GOPM Mo
yypexaeHnsiM BUOHO, YTO cpeaun nauneHToB . CtaBpono-
ng npesanupyet BucuepansHas dopma ACT, cpeam xunte-
nen bnarogapHeHCKOro panoHa — KOCTHas.

BucuepanbHblie dopmbl HACT yawe Bcero gnarHoctm-
POBaNUChb B LLUKOSIbHOM, AOLLKOSIbHOM BO3pacTax, y noa-
pocTkoB 15-17 neT. Ha BTOpOM MecTe no pacnpoCTpaHeH-
HOCTW B6b1nn KOoCTHblE popMbl HACT, NposiBNeHNst KOTOPbIX
6onee BblpaxeHbl Yy NoApPocTKoB 15-17 neT, Ha TpeTbeM —
KOCTHO-BUCLEPasbHbIE NPOSIBAEHNS OUCMNIA3UN.

YacTbIM U KNMHUYECKN 3HAYMMbIM NPOSIBIEHNEM BUCLLE -
pansHon ¢dopmbl HOCT aBnseTcs BOBNEYEHNE CEPOEYHO-
cocyaucTon cuctemsl [6]. CTpykTypa Npu3HakoB coenm-
HUTENbHOTKAHHOW Ancnnasum cepaua y naumeHtos ¢ 4CT
Nno JaHHbIM 9xokapauorpaduyeckoro ob6cnenoBaHus
npeacTasneHa cnenyowmm 06pa3om: aHoMaslbHO pacno-
JIOXXEHHbIE XOpabl NeBoro xenygoyka — 40,5+0,01 %, npo-
nanc mutpansHoro knanaHa (MMK) — 31+£0,012 %, aHeB-
pusama mMexnpencepgHoli neperopogkn — 0,5+0,01 %.
B wnccnepoBaHuM 4acTto BCTPEYanuCb W30JIMPOBAHHbIN
MMK | ctenenn, codyetanme NMMK | cteneHn ¢ aHoOManbHO
pacnonoxeHHbeiMy xopaamu (APX). Pexe pernctpuposa-
nucbk NMMK Il ctenenn B codeTaHmn ¢ APX, koMOuHaums
MMK ¢ aHeBpM3MO MexnpeacepaHo NeperopoaKu.

CornacHo gaHHbIM NONYNSAUMOHHBLIX UCCNeaoBaHUi, y
netein NMMK obHapyxmBaeTcs ¢ yactoTton ot 3-5 % go 10-
14 % cnyyaes, naumeHTbl ¢ [TMK coctaensoT 21-30 % kap-
AMonorn4eckmx 60sbHbIX B cTaumoHape. Mo gaHHbIM 3X0-
Kapanorpadun4eckoro nccnegoBaHns, Npu NWEMNUYECKON
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6onesrn cepgua MNMK BeisBnsietca B 16-32 % cny4yaes,
a Mo AaHHbIM aHrmo- M BeHTpukynorpadum — noyTu B
60 % cny4yaes [4, 8].

NMMK Hanbonee 4acTo 06HaAPYXNBANCH Yy OETEN LIKOJb-
HOro BO3pacTa, XOTS HE WCKI/IIOYEHO €ro BbISIBIEHME Y
rpyaHbIX geTen n HOBOPOXAEHHbIX. C BO3pacTOM 4acTo-
Ta BcTpevaemocTn NMMK ymeHbluaeTca. Tak, npyn IxoKIr
y geten B Bo3pacTte oT 6 go 15 net MNMK BoigBnseTcsa B
18 % cny4yaes, a cpean NOOPOCTKOB U MONOABIX IOAEN OT
18 no 25 net - B 2,6-3,4 % cny4yaes [8].

B Hawem nccnegosaHnmn No gaHHbIM OXOKT, BbINOHEH-
Hon y 2600 naumeHToB, 3apernctTpupoBaHo 365 cnyyaes
NMMK, 4To cocTaBmIO U3 Yncna obcreaoBaHHbIX C Pe3yib-
Tatamu axokapamorpadpuyeckoro obcneposaHmsa 14 %.
MpepnoytutensHo NMMK BCcTpeyancs y amuy, MyXckoro rnona
58,0+0,01 % (p<0,05). B nccneposarHnn M. A. Buktopo-
Boi [1] MMK yvawie oTmevaeTcs y aeBouek (56,0 %). B Ha-
Liem nccrnenoBaHum 6o5ee 4acTbiM BbiIBSIEHWE NaTONOMN
ObIJ10 Y MOAPOCTKOB MY>XCKOro nona B Bo3pacte ¢ 10 no 18
JIET, 4YTO CBSI3aHO, BMAMMO, C TWaTesibHbiM 06ceaoBaHun-
€M I0HOLLIEN nepen Npu3bIBOM Ha BOEHHYIO Cnyx06y. Y ne-
Ten MnagLlmx BO3PaCTHbIX FPyMMn HE YCTAHOBMEHO pasnn-
4Ynin No YacTtoTe 3aboneBaHns B 3aBMCUMOCTM OT nosna. Ha
pucyHke npencraesfaeHa yactoTa BoiseneHus NMK cpeam
o6cnefoBaHHbIX B 3aBUCMMOCTU OT BO3pacTa.

AHanuns sbigsengemoctn NMK B 3aBnMcumoCcTn OT BO3-
pacTa nokasbIBaEeT, 4HTO MaHndecTauus NpoNCcxXoamT B BO3-
pacTte 6 net. KonnyecTBo cny4yaes Ancnaasmm MUTpasbHO-
ro knanaHa (MMK ¢ peryprutaumeit) ¢ so3pacta ot 6 oo 15
neT noeblwaeTcs. MakcumanbHOE KOMMYECTBO BbISIBAEH-
HbIX MMK npuxoguTcsa Ha Bo3pacT 7—15 net. 3atem yacTto-
Ta 06HapyxeHus MMK cHuxaeTcs.

IACTOTA B MPOLEHTAX

0 3 ] 9 15 18
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Puc. YactorTa BbiseneHus NMK
B 3aBMCMMOCTM OT BO3pacTa

MwuTpanbHas peryprutaums BCTpeyaeTcs NpUMEpPHO Y
Kaxxaoro 4eTséptoro obcnegosaHHoro ¢ NMK.

YacTtoTa BCTpe4aeMOoCT! aHOMaJIbHO-PaCMONOXEHHbIX
xopAa, nesoro xenygoyka (APX JDK) makcumansHa n3 Bcex
axokapamorpaduyecknx Haxoaok, 0COOEeHHO y NoapocCT-
KoB. MO AaHHbIM pasHbIX aBTOPOB, OHa konebnetcs oT
3,4 0o 26 %. B Hawem vuccnenoBaHuy obLLas pacnpocTpa-
HeHHocTb APX JTXX coctaBuna 2,5+0,03 %, Toraa Kak y na-
umenToB ¢ ACT - 40,5%£0,02 %. Ocoboe 3Ha4YeHne nmetoT
remoguHamMmmnyeckmn 3Hadnmole APX JIK, koTopble co3patoT
ycnosus gns TypOyneHTHOCTM KPOBOTOKA M MOIYT OKasbl-
BaTb B/IVSIHUE HA BHYTPUCEPAEYHYIO FeMOANHAMUKY.

Y nonosuHbl nccnegyemoix ¢ APX JIX BbiiBNeHO Hapy-
LIeHMe CepaeyHoro putma, y naumeHtos ¢ NMK apntmum
BbisiBNieHbl B 34+0,01 % cnyyaeB. CTpykTypa HapyLUeHWIA

cepeyHoro putma NpeacTaBfieHa cnepyowmm obpa-
30M: akcTpacuctonma — 160,02 %, cuHapom n deHo-
MeH WPW - 2,2+0,01 %, oucdyHKLUMS CUHYCOBOIO y3na —
4+0,02 % (p>0,05).

Hawwn nokasaTtenu B LLEeIOM COMMacylTCs C AaHHbIMU,
NMOJlyd4EHHbIMN Y aeTen u nogpoctkoB Omcka, cornacHo
KOTOPbIM CTPYKTYpa HapyLUeHWA cepageyHoro putma npea-
cTaBneHa crnegyowmm obpasom: akcTpacucTonus — 16 %,
cuHgpom n peHomeH WPW — 20 %, xpoHuyeckas Hena-
pokcuamanbHas Taxukapamsa — 4 %, napokcu3masnbHas
Taxukapaus — 6 %, cnHapom cnabocTn CMHYCOBOrO y3na,
ANCHYHKUMSA CUHYCOBOrO y3na — 4 %, aTPMOBEHTPUKYNSAP-
Hble 6nokaabl — 4 %, aTPMOBEHTPUKYNSpPHAs Auccouma-
uma — 3 %, cuHgpom Pomano — Yopaa — 1 %.

CnenyeTt nogyepkHyTb, YTO NOJlyYEHHblEe AaHHble CBU-
LEeTeNbCTBYIOT O BO3MOXHOM B3aMMOCBSA3W HapyLLUEeHWUR
CepAevHoro puTMa 1 aHaToMN4ecknx 0cobeHHOCTeN Npo-
BOASLLEN cucTembl cepauay aeten ¢ ICT.

CornacHo HalMM JaHHbIM, MO BbIIBNISEMOCTM U3 KOCT-
HbIX dopm nuamposanm nnockoctonme (50x0,01 %) mn
ckonmos (34+0,03 %). MNMnepmMobUNbLHOCTL CYCTaBOB CO-
ctaBuna 150,01 %, pedopmauuun rpygHoi KneTkn — oo
10+0,01 %.

HanbonbLunii poCT BbIABNSIEMOCTM KOCTHOM NaTonornm
Mbl OTMETUAN B LLUKOABHOM BO3pacTe y naumeHtoB MBY3
«bnaropapHeHckas LUPBE». [Mpn 3TOM He BbISIBNEHO CyLue-
CTBEHHbIX Pa3nnynii N0 YacToTe CKOMO3a, a NIOCKOCTO-
nMe Yalle BCTPEeYasnoCh Yy N, My>XCKOro nona. B Hawem
nccnenoBaHuM 3apernctpmposaHo 397 ciyyaeB naocko-
cTonus, NPy 3TOM Y 1w, Myxckoro nona 71+0,04 %, y XeH-
ckoro — 29+0,02 %. M'inepMobunNbHOCTbL CYCTaBOB 4allle
BCTpeyanacb y nuu xeHckoro nona (55+0,03 %), yem y
Myxckoro (450,03 %). Oedopmauuum rpyoHoOn KneTku
yaule OblIM 3aperncTPMpPOBaHbl Y JILL, MYXCKOro nosna
(560,01 %), yuem y xeHckoro (42+0,01 %).

AHanM3 4acToTbl BbISIBIEHUS OOHOIMO W3 MNPU3HaKOB
JACT (ckonnosa) B padHbIX BO3PACTHbIX rpynnax nokasan,
410 BbIsiBNeHne CT B BO3pacTe HOBOPOXAEHHOCTY MUHU-
mManbHoe. Hebonbluoi pocT npuaHaka oTMe4yaeTcs B [0O-
LIKONbHOM BO3pacTe 6e3 oTimumii no nosy. Makcumarnb-
HbIA NPMPOCT NPU3HAKOB YacTOThl BbIIBIEHUA CKOMMO3a
oTMe4aeTcd B Bo3pacTe o 15 ner.

BbisBneHne OCT Bbi3biBaeT 3aTpyaAHEHUS Yy Bpaden
npakTuyeckun Bcex cneuypnansHoctelr. OcobeHHo Hebnaro-
NpUATHO 0O6CTONAT Aena ¢ anarHoctukon ACT y nuu, B BO3-
pacTte oT 1 40 3 net ny B3pocsioro HaceneHms. Bo MHorom
9TO CBSI3aHO C HEAOCTATOYHOW OCBEAOMIEHHOCTbLIO K-
HULUCTOB C KPUTEPUAMU PAaHHEN ANArHOCTUKN AaHHOW na-
TONOrMK, OTCYTCTBUEM CEMENHOIO NOAX04a K BbISBIEHMIO
3aboneBaHunsl, a Takke MNPEEeMCTBEHHOCTU HabmoaeHus
60/bHbIX Mexay negmMaTpamMm U TepanesTaMu.

BbiBOAbI

1. PacnpoctpaHeHHocTb ACT B yuypexaeHusx Ctas-
ponons n CTaBpononbLCKOro Kpas oTan4aeTcs Ba-
prnabenbHOCTbIO U konebnetca oT 5,8 no 20 % ¢
npeobnafaHneM B pasnunyHbix pernoHax (CtaBpo-
nosb, BnarogapHeHCKUin panoH) pasHbiX GeHoTU-
MMYECKUX NPN3HAKOB.

2. Yactora BbigBneHus NMMK coctaBuna 14 %. Yawe
MMK BcTpeyancs y nuu, My>Xckoro nona. AHoOMasb-
HO pacrosioXeHHble XopAbl BbiSiBNEHbl 6onee 4em y
40 % o6cnepoBaHHbIX ¢ ACT.

3. HapyuweHusi cepaeyHoro pMtma BbisiBiEHbI Y M0JIO-
BUHbI 06cnenoBaHHbIX ¢ APX 1y Kaxaoro TpeTbero
naumenTa ¢ NMK. Hamnbonee 4yacto BcTpevanacb
3KCTPaCUCTONNS, pexe — ANCHYHKLUNS CUHYCOBOIrO
y3na, cuHagpom n geHomeH WPW.

4. Y NOMOBUHbI NALUUEHTOB C COeAUNHUTENbHOTKAHHOM
oucnnasver obHapyXeHO MIOCKOCTONue, y Kax-
LOro Tpetbero — ckoamogd. lnockoctonue yaule
BCTPEYaNOCh Y MyX4MH, rMnepMoOusibHOCTb CyCTa-
BOB — Y XXEHLLMH.
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B paboTe onpeaeneHa yacToTa BbIIBISIEMOCTN aHOMa-
NniA pa3BuUTUSa, PEHOTUNNYECKNX U CUHOPOMHbIX NPOosBIe-
HUM ACT B NOANKNMHUYECKNX yupexaeHuax r. CtaBponons
1 CTaBponosibCKOro Kpas, B TOM 4Yncie NocpeacTBoM pe-
TPOCMNEKTUBHOIO aHanmM3a MeauLUMHCKON OOKYMEHTaLUMNn.
Mpu3HakM CoeaMHUTENbHOTKAHHOW ANCMIa3nun YyCTaHOB-
neHbl y 5,8-20 % ob6cnepoBaHHbiX. MpeacTaBneHbl aaH-
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AOCT.
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THE PREVALENCE

OF CONNECTIVE TISSUE DYSPLASIA

OF THE STAVROPOL TERRITORY POPULATION
RUBANOVA N. A., KOKORA E. M.,
KOROTKOVA O. V.

The paper defined the frequency of detection of deve-
lopmental abnormalities, phenotypic and syndromic mani-
festations of CTD in polyclinics of Stavropol and Stavropol
Territory, as well as through a retrospective analysis of
medical records. Signs of connective tissue dysplasia are
revealed in 5.8-20 % of the patients. The data on the fre-
quency of certain phenotypic features of CTD are given.

Key words: connective tissue dysplasia, the preva-
lence
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®rey «HU34» PAMH;

Ten.: 84991341445

BacapruHa EneHa HukonaesHa,

[OKTOP MeAMUMHCKUX Hayk, npodeccop,

pPYKOBOAUTENb KapAMOOrMYEeCcKoro oTaeneHns

orey «HU34» PAMH;

Ten.: 84991340490, 89037585126; e-mail: basargina@nczd.ru
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MuHenuc Bcesonop Mpuropbesuny,

AOKTOP MeANLIMHCKUX HayK, npodeccop,

pykoBoauTenb nabopatopuu

MeM6paHOoIorMuM C rpynno reHeTUYeCcKUX UccnesoBaHni
Orey «HU34» PAMH;

Ten.: 84991341445; e-mail: pinelis@mail.ru

Bawakmaase Hato [xymbepoBHa,

KaHAMAaT MeAUUMHCKUX Hayk, 3aBeaytlollas otTaeneHnem
BOCCTAHOBUTENBHOIO Ne4YeHuns ,queﬁ

c 6bonesHsMN cepAeyYHO-COCYANCTON CUCTEMbI

Orey «HU34» PAMH;

Ten. 84991340815; e-mail: nato-nato@yandex.ru

eyeHne pAgunatauMoHHOW KapauomMmuonaTum
T(JJ.KMH) B AETCKOM BO3pacTe 4acTo HOCMUT
nporpeccupylowmuii xapakrep, NpuUBOAUT K
Pa3BUTUIO XPOHUYECKON cepaeyvyHoi HepocTaTou-
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