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AHHoTaumsa. B ctatbe NprBeaeHbl JaHHbIE aHanm13a nnTepaTypbl MOCBALLEHHYIO BOMPOCaM KacCaloLLMXCA naToreHesa,
AVIArHOCTUKM 1 NeYEHMA Pa3nnUHbIX OpM AUCINasna CoeanHuTenbHbl TkaHy (OCT). BHMMaHWe yaeneHo comaTnyeckmnm
3aboneBaHNAM ¥ VX PONIN B MaToreHese U KIMHUUYECKOM TeYeHWW CTOMATONOrMYeckmne 3abonesaHvie. B 3aknoueHuny,
aBTOPOM 0OOCHOBaHa MePCNeKTVBHOCTL AanbHelllero, bonee AeTtanbHoro vsydeHusa ponu ACT B BO3HVUKHOBEHUN W
Pa3BUTKM MATONOMMI 3yboyentocTHOM cuctemsl (3HC).

KnioueBble cnoBa: CoeflMiHUTENbHAA TKaHb, AMCMNAa3na COeANHUTENbHONM TKaHW, pacnpoCTpaHeHHOCTb Kapuec,
60ne3HM NAPOAOHTa, 3y6OoUentocTHan cucTema.

[Ana unTnpoBaHus:

lagppopos C.A., lLlatimamosa A.P, LLlamcuesa M.O. O630pHbI aHan3 CTOMATONOrMUYeCcKoro cTatyca feTen

1 NOAPOCTKOB, CTPAAAIOLIMX PA3NNYHBIMU GOPMaMK AVCINA3NM COEAVHWUTENBHOW TKaHW. MMHmezpamugHas
CMOoMamoJioaus U YyetocmHo-uyesads xupypeaus. 2022;1(2):28-36. https://doi.org/10.57231/j.idmfs.2022.1.2.004

OVERVIEW ANALYSIS OF THE DENTAL STATUS OF CHILDREN AND ADOLESCENTS
SUFFERING FROM VARIOUS FORMS OF CONNECTIVE TISSUE DYSPLASIA

Gafforov S.A.", Shaimatova A.R.?, Shamsiyeva M.O.?

'DSc, Professor. Center for the development of professional qualifications of medical workers under the Ministry of Health of the
Republic of Uzbekistan. https://orcid.org/0000-0003-2816-3162

2 Samarkand State Medical University. https://orcid.org/0000-0001-7748-809X

3 Center for the development of professional qualifications of medical workers under the Ministry of Health of the Republic of
Uzbekistan

Abstract. The article presents data from the analysis of the literature on issues related to the pathogenesis, diagnosis
and treatment of various forms of connective tissue dysplasia (CTD). Attention is paid to somatic diseases and their role
in the pathogenesis and clinical course of dental diseases. In conclusion, the author substantiates the prospects for
further, more detailed study of the role of CTD in the occurrence and development of pathologies of the dentoalveolar
system (DS).
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AKTYAJIbHOCTb C/IOBfIEHHOE TFeHeTUYeCKn OeTePMUHMPOBAHHBIM

13BecTHO, uTo coepmHuTenbHaa TkaHb (CT) co-
CTaBNAET OCHOBY OPraH13ma, y4actByeT B GOpmMM-
POBaHUM CTPYKTYPbl BCEX OPraHOB U cucTeM. [1pn
atoMm, ancnnasum CT (ACT) npexnae Bcero obycnos-
neHo Tem, 4yto ancoyHkuma CT MOKeT BAMATL Ha
X0l MHTEPKYPPEHTHbIX 3aboneBaHuin — obycnoB.-
nuBas bonee ObICTPOE MAK NOCTENEHHOE VX Pa3Bu-
Tne. CeroHa, NoO Knaccuyeckum tpaguumamm ACT
CUMTAeTCA KaK, MaTONOrmyeckoe CoctoAHue - oby-

HapylweHuem passuta CT B 3IMOPUOHANBHOM U
noCTHaTanbHOM nepuopax [12].

CyulectyeT Mopdonormyeckoe NoOATBEPKAEHME
ICT kak HacneacTBeHHble M3MEHEHUA B reHax, Ko-
ANPYIOWMX CUHTE3 1 NPOCTPAHCTBEHHYIO OPraHmn3a-
LMI0 KOMnareHa, CTPYKTYPHbIX 6€KOBO-YrNeBOAHbIX
KOMMMEKCOB, a TaKXe reHHble aedeKTbl depmeH-
TOB 1 KODAKTOPOB K HUM, Beaylime K N3MeHeHMAM
CTRYKTYPbl KOMareHoBbIX, 31acTudeckmx dpubpunn,
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MMNKOMNPOTENOB, MPOTEOrNMKaHOB 1 drbpobna-
cToB. [17] lpyrie aBTOpOB TOXe, YTBEPKAAET, UTO, B
ocHoge CT[ nexar mMonekynapHoO-TeHeTuyeckme n
OHTOreHeTMYecKM e, naToreHeTuYeCckmne MexaH3mbl,
KOTopble MPUBOAAT K M3IMEHEHWAM ee CTRYKTYPbI U
GyHKUMW. TkaHeBble aHOManMK OHTOreHe3a TecHO
CBA3aHbl KaK C HapyLWeHUAMY CUHTEe3a KOJINareHa u
brnbpunnoreHesa, Tak 1 C M3MEHeHMAMM ero buoae-
rpagaumn, depmeHtonaTuamn, aedektamm Guopo-
HeKTWMHa, 91aCT1HA, IMNKONPOTEMAOB, MPOTEOrNnKa-
HOB, a TakXe C AePULUTOM Pa3NNYHbIX KOPAKTOPOB
bepmeHTOB (Meau, LMHKa, aCKOPOUHOBOW KMUCOTHI,
Kucnopoaa 1 ap.), y4acTByOLWMX B 0OPa3oBaHMM
nonepeYHbIX KOBANEHTHbLIX CBA3eN, HeOOXOANMbIX
ANA CTabunmsaummn KonnareHoBbIx CTPyKTyp [18].
Take, n3BecTHo, yto natonorua CT aBnAeTca OCHO-
BOW GOPMMPOBAHMNA XPOHNYECKMX 3ab0neBaHNN Y
aeten 1 noapoctkoB. OgHaKO OMMCaHO, YTO HOCU-
TenbctBo CT/ NOBbLILWAET PUCK PAa3BUTUA N OCTPbIX
MM3HEOMNACHbIX COCTOAHWUN ONA OpraHM3ma Takux
Kak, aHeBpM3Ma aopTbl, TPOMOOIMOONMM, NHOEK-
UMOHHbBIA SHAOKAPAUT U apUTMUK, KOTOPbLIE MOTYT
CTaTb MPUYMHOWM BHE3anHOM CcMepTn OonbHbIX [4].
JTO onpeaenseT 3HaUMMOCTb W NepCnekTUBLl Pas-
paboTkm npobnem natonorum CT Ans npakTude-
CKOW MeauLUMHBI.

Yacto mcnonbaytotca knaccndukaumm OCT, ko-
TOPOW MOCTPOEHbI MO KOHCTaTauumm GeHoTnna, no
OannbHOM c1cTeMe 1 Mo BbIAENEHWUIO OonpeaeneH-
HbIX CUHAPOMOB, MPW 3TOM, KPUTEPWUM CTEMEHU Bbl-
paxeHHoCT ICT BKOUAIOT COBOKYMHOCTb 6annos,
onpeaenaemMblX Ha OCHOBAHWUW OMArHOCTUYECKOM
3HAYUMOCTM OTAENbHBIX GEHOTUMUYECKIMX 1N BUCLIe-
PanbHbIX MPU3HaKOoB. [peanoxeHa KnaccuprkaLma
ACT, KoTOpas BblAenAeT KOHKPEeTHble CUHAPOMbI
(acTeHnueckmm, BepTebPOreHHbIn, KnanaHHbIM, Co-
CyOuCTbIN, TOPaKOAMaPParManbHbii, MblWEYHbIN,
OPOHXONErOYHbIN, APUTMUYHbIN, CYCTaBHOW, BUCLIE-
PasnbHbIV, TeMOPPAarnYeckmii, CUHOPOMbI MaTONOMN
3PEHNA 1 CTOMbl, HEBPONMOMMUYECKMX HapyLWeHNH,
MasnblX aHOManNUM cepaua v Ap.), Kaxablh 13 KoTo-
pbIX BKOUaeT pag cumntomos [10]. Hanpumep, vy
94% nuu, MONOOOro BO3PAacTa BCTPEYAOTCA eANHNY-
Hble BHeLLHWe GeHOTUNNYECKne NPU3HaKKM, OfHaKo
npv anarHoctnke ACT no wecTu 1 6onee BHeLWHMX
NPKY3HaKoB YacToTa BbiasneHna ACT cHukaeTca o
20-25 %, a KNMHNYeCKaa 3HaYMMOCTb BbIABNEHHbIX
aHOManui BO3pacTaeT, Takxke, MO MNaToNoruy ckene-
Ta — B 57-94% OT BCeX AUCMNA3UI; N3 HUX; KNPOCKO-
nmo3bl (70-80%), nnockoctonue (60-78%), apaxHo-
naakTunva (36%), nonaa ctona (16%), rmnepkndos,
runepnopao3s (11-19%), runepMobunbHOCTb CyCTa-

BOB (25-33%), nonmcermeHTapHble paHHKe OCTeo-
XOHAPO3bl (38%) [4].

B HacToALlee BpeMA NOABUANCE CBEIEHNA O PONN
3K30reHHbIX pakTopoB B pa3suTum [CT, 4TO pasHo-
obpazve KANHUYECKNX MNPOABAEHWI AMCTPODUN
MOXHO OOBACHUTL HE TONBbKO MyTalMEN PasndHbIX
reHOB MV BaprabenbHOM SKCMPECCUBHOCTbIO Of-
HOrO M3 HWX, HO N AeNCTBMEM CPedoBbIX GaKTOPOB
[8]. Moka3aHo, UTo, HaNPUMEP, N3MEHUMBOCTb GEHO-
TMNa Npu cuHgpome dnepca-Lannoca (C3) nuiib
B 11,5 % ciiyyaeB 0byCnoBeHa reHeTUYeCKUMI fie-
deKkTamK, a B OCTanbHbIX — CBSA3aHa C BO3AENCTBUEM
bakTopoB BHellHel cpeabl [7]. [ucnnactnyeckme
n3meHeHns CT moryT ObiTb 0bOycnoBneHbl Hebna-
ronpuATHOWM 3KOMOrMYecKor OOCTAaHOBKOW, Hea-
AEKBATHbIM MUTaHMEM, CTpeccamu, BAMABLWIMMM Ha
OpraHM3m B Mnpoluecce OHToreHesa. HacnenctseH-
Hble 3abonesaHuna CT noapasaensioT Ha AnddepeH-
umpoBaHHble (ALACT) v HeguddpepeHUMPOBaHHbIE
(HOCT). AACT xapakTepusytotcsa onpeaeneHHbim
TUNOM  HacNefAoBaHWA, OTUYETIMBO  O4epYeHHOMN
KIMHUYECKOW KapTUHOW, a B pAde Cllydaes — yCTa-
HOBMIEHHbBIMM 1 JOCTAaTOYHO XOPOLIO M3YYEHHbLIMY
FeHHbIMU UK BUOXMMUYECKMU aedeKTamn - Heco-
BepLIeHHbIN ocTeoreHes, C3/] v cuHapom MapdaHa.
HICT WwnpoKo pacnpoCTpaHeHbl 1 AnNarHOCTUPYOT-
CA TOrfa, Koraa y naumeHTa Habop GeHoTUNMUYeCKnx
MPW3HAKOB HE YKNaAblBaeTCA B KIMHUYECKYIO Kap-
TUHY HI OAHOW 13 KonnareHonatun [7, 10].

HOCT- no TepMunHonornam; «HeanpdepeHUmnpo-
BaHHas», «NepBMYHasA», «<Masble GOpPMbl AUCMNA3NNY,
«flerkas reHepanM3oBaHHaA MaToNorA», akPOHMM
«MASS-beHoTn» (Mitral valve, Aorta, Skeleton, Skin)
[19] akpoHum KCY-peHoTmn (Koxa, Cepale, Yepen)
[17], WWMpOKO pacnpoCTpaHeHbl 1 AUMArHOCTUPYHIOTCA
TOrAa, Koraa y naumeHta Habop deHoTUnMuecKmx
MPW3HAKOB HE YKNaAblBaeTCA B KIMHUYECKYIO Kap-
TUHY HW OOHOW 13 KonareHonatnn. Kpome, 31oro
B IMTEPATYPE VCNOSMb3YIOTCA TEPMUHBI Kak HO30510-
MMYeCcKm CaMoCToATeNbHbIM cHapoM ACT nonunreH-
HO-MyNbTUOAKTOPMANbHOM  MPUPOAbI, MPOABAAIO-
WMICA BHELIHUMY GEHOTUNMNYECKMMIA MPU3HAKaMM
¢ ACT v KNMHUYECKM 3HaYMMON ANCPYHKLMEN OOHO-
O WU HECKOMBbKMX BHYTPEHHX OpraHos [18].

ABTOpPbI MO KNMHKMYeCKnm npr3Hakam [CT pa3ae-
NAET Ha TP rpynnbl, COOTBETCTBYIOLIME MNEPBUYHOWN
3aKNafKe OpraHoB B aMOpUOreHese, — Me30-, 3KTO- U
SHAOAEPMANbHBIX aHOManui. [lpu me3opepmarnb-
Hble aHOMaNMK NPOABAAIOTCA U3MEHEHUAMM CO CTO-
POHbI CKeneTa, KOXKN 1N MATKIX TKaHEN, BHY TPEHHMX
OpraHos, cocynos [18].

13meHeHWA CO CTOPOHbI 3yOOB (aHOMaNbHOe pac-
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NONOXKeHue, HenpaBuibHOe GOPMMPOBaHME U pa-
Hee BbiNadeHve, rMnoniasna amanu, MHOXeCTBEH-
HbIl Kapuec, pe3opbuma aeceH), rna3 (3KTonua u
NOABWXHOCTb XPYyCTanuka, adpakua, Konoboma), LeH-
TpanbHom HepsHow cuctembl (LIHC) (aHmM30Kopus,
ACUMMETPUA  CYXOXKUIbHbBIX PEe(eKCoB, HUCTarMm,
nMpPamnaHble PacCTPONCTBA) UMEKT SKTOAEPMalb-
HOe MPOUCXOXKAEHME, @ MMHHBIA U TUMOMIACTNY-
HbI KUWEYHNK — 3HAoAepMalnbHoe [7]. CkeneTHble
M3MEHEHNA BO MHOIOM CBA3aHbl C HapylleHVeM
CTpoeHua xpsaua. Y 6onbHbix ¢ ACT onpenensetca
3afepkka COo3peBaHMA 3NUPU3aPHON 30HbI POCTa
XPALLA, YTO KIIMHNYECKW BbIPaKaeTca YaMHEHeM
TpybuaTtbix kocTen [12, 18]. Takke, NO AaHHBIM aB-
TOPOB QyHKLMOHaNbHoe coctoaHne CT TecHO B3a-
MMOCBA3aHO C AEATENbHOCTbIO UMMYHHOW CUCTEMBI;
TaK NPV KNIVHUKO-MHCTPYMEHTaNbHOM 0b6CefoBa-
HUM NaumeHToB ¢ [ICT ycTaHOBNEHO, YTO Npu GpeHo-
TUnnYeckn bonee Apkux ¢opmax [ACT yalle passu-
BaeTCA COMyTCTBYIOWME 3a00NEBAHUA BHYTPEHHMX
OpraHoB. HapylueHne B UMMYHHOW cucTteme HOnb-
HbIX BblparkatoTCA MMMYyHOLEDULINTOM, KOTOPbIV Ha
KIIMHUYECKOM YPOBHE MPOABAETCA PELUANBUPYIO-
LMW 1 XPOHNYECKMMM BOCMANUTENbHBIMI NMPOoLec-
CamMn BEPXHMX [fblxaTeNlbHbix nyTen, JIOP-opraHos,
NErKnx, MOYeK 1 KOXHbIX MOKPOBOB [17]. AHTUTEHbI
MMCTOCOBMECTUMOCTU | 1 || KNaccoB He TONMbKO acco-
LUMMPOBaHbI C MPeAPACNONOKEHHOCTbLIO K PA3BUTIIO
CT[l v c ocOBEHHOCTAMU ee KNMHUYECKIX NposiBe-
HW, HO 1 ONPeAENAT HanUMe OTKITOHEHWI B UM-
MYHHOW CMCTEME, UTO YKa3blBaeT Ha BaXKHYIO POSib
reHeTMYeCKnx GakTopoB B MaToreHese 3T1x 3abose-
BaHWN.

[py AMcnnasnAax NoYeYHOM TKaHW 1 Npu Hacea-
CTBEHHOM HedpuTe YacTO OTMEYalTCA aHOMaNMu
CTPOEHMA YLIHbIX PAKOBWH, 3MUKAHT, KOCTHbIE aHO-
Mannu, BECbMa XapaKTepHa BapycHasa aebopmauma
Mu3MHLa [20].

OcobeHHOCTY TeYeHNs opToneamnyecknx 3abone-
BaHWU Ha doHe ACT: Ancnnactnyeckme nameHeHns
WenHbIM oTaen no3BoHo4YHKKa (LLUOTMT) - HayanbHble
NPOABNEHUA YXKe B 5=/ NET, UHTEHCMBHbIE Temne-
paTypa, PocTa pebeHoK NpenbABnAeT *anobbl Ha
yacTble roNoBHble HONW, YyTOMNAEMOCTb. Poantenn
OTMEYAIOT HapyLUeHWe OCaHKK, HEMPaBWUIIbHYIO MO-
CTaHOBKY CTOM. AHanM3 POAOCIOBHOW BbIABNAET
cerperauuio raBHbIX GeHOTUMUYECKUX MPU3HAKOB
JCT, ocTeoxoHApO3a, AePopMMpYOLErO apTpo3a.
[edbopmauma rpyaHom KNeTKN HavanbHble NposABe-
HKA B BO3pacTe 3-5 f1eT, )Kanob HeT, BHellHMe KOCMe-
Tuuyeckune gedekTbl nocne 7-10 neT CoNpoBOXAAOT-
CA peuvanBMPYIOLLMMNA BPOHXMTaMK, N3MEHEHWEM

GYHKUMOHANbHOrO  COCTOAHMA  CepaeYHO-CoCyau-
CTOW W AblxaTenbHOW cucTeM, Aedopmaumamm no-
3BOHOYHMKa. CKONMO3 - yallle OblBaeT y AeBOYEK B
BO3pacTe 12-13 net. B KOPOTKME CPOKM HapacTaeT
aebopmaLma MO3BOHOYHMKA B FPYAHOM 1 MOACHWY-
HOM oTaenax. [lpu KomMnekcHoM obCneaoBaHUM
BbIABMAIOT MATOMIOMMIO CO CTOPOHbI CepaeyYHO-COo-
CYOMCTOW, [blXaTeNbHOW CUCTEM, 3yOOYentoCTHble
aHomanun (34A), natonoruto cton. [Npy oTCyTCTBUM
3TAMHOrO NeYeHnsa AUCNAACTUYECKNE V3MEHEHNS
opraHvM3ma nepexojAatr B [AEeKOMMEHCUMPOBAHHYIO
CTaguio, TpebytoLlyto onepaTUBHOro neveHus. no-
CKOCTOMME B paHHEM BO3pacCTe BbIABNAETCA MIOCKO-
BaNblryCHaA CTona 3a cueT CNaboCTu MKPOHOXHbIX
MbILLIL, CHUXXEHUA WX COKPATUTEIbHOW QYHKLNN.
JleyeHve TpebyeT KOMMNEKCHOrO NOAXOAA, TaK, Kak
TONbKO MEeCTHOe BO3[eNCTBME Ha CTOMbl 3ddeKTa He
AaeT. Pe3ynbraThl MCCNefoBaHMA LWeHOro OTaena
no3BOHOYHMKA (LLOTT) 1 MUHEPanbHOW MAOTHOCTY
KOCTHOW TKaHu (MTIKT) peHTtreHonornueckn (R) vy
netent ¢ JCT sbiasnsatoT noasbisux C1-C2 1 runo-
nnasnio C1 (25,0 1 0 %), noYTK Y NONOBKHbBI OOCNEe-
AOBaHHbBIX [IMArHOCTUPYIOT HecTabunbHoCTb LOTT
(46,0 n 0 %) 1 HapyweHwue CTaTVKK No T1y K1dpo3a
n/vnn ckonno3sa (40,4 1 0 %). 3HauMmMo Yatle Habno-
AatoT rvnonnasnio 3ybosmnaHoro otpoctka C2 (11,5
1 0 %). [locToBepHOW B3aNMOCBA3M MEXAY YaCTOTON
BCTPEYaEMOCTM FOMOBHbIX bonel, xapaktepom R-x
n3meHeHuin LWOTT v BoipaxeHHocTblo CT He BbiAB-
neHo. o gaHHbIM ABYyX3HepreTnyeckon R-in abcop-
buromeTpumM (OCTEOAEHCUTOMETPIMM) B ABYX 30HAX
(MOACHWUYHbIM OTAEN MO3BOHOYHMKA 1 BECb CKENeT),
HapyweHua MIKT y geten ¢ ICT yalye BbIABNAINCH
B MOACHNYHbIX MO3BOHKAX, OTPaXatoLLX COCTOAHME
MUHEepPanbHOro obmeHa B rybuaTon KOCTHOWN TKaHW.
JlaHHbIV MOKa3aTenb B paMKkax MeToa AsnaeTcs 6o-
nee yyBCTBUTENbHBIM. CHUXeHNe MIKT 3HaunTenb-
Hee - oTMeueHo Y 52,8% peten ¢ ICT n 16,7% pneten
rpynnbl CpaBHeHNA. Y TpeT 06CNefoBaHHbIX AeTel
CHWxeHne MIIKT cooTBETCTBOBaNO OCTEOMOPO3Y.
Jetenn ¢ MIKT Huxe BO3PACTHbIX pedepeHTHbIX
HOpMaTVBOB ObINO 88,9 1 58,3 % COOTBETCTBEHHO,
YTO Takxe 3Haummo. MIKT Bcero ckeneta oTpaxaeT
MIOTHOCTb TPYOUaTbIX KOCTEl, NepenomMbl KOTOPbIX
yallle BCTpevaroTca y aeten [6, 7].

Hanbonee uactble nposasneHvsa [1CT, BbiABnsAe-
Mble y pebeHka ¢ 3abonesaHuamM JIOP-opraHos -
BbICOKOE HebOo, MArKMe, Nerko CBopauMBaroLLmecs
B TPYOOUKY YWHble PaKOBWHbI, aHOMaNMK NPUKYCa,
aedopmaLma No3BoHOYHMKA. COCTOAHME BEPXHMX
OTAENOB PECMMPATOPHOWN CUCTEMbI 3aBUCUT OT CTe-
NeHn ee BbipaXkeHHOCTW. logasnaLlee 4ncno ae-
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Ten ¢ | cteneHblo BbipaxeHHoCcT ACT cyuwecTBeH-
HbIX 3MeHeHU coCToAHKA JIOP-OpraHoB He MMeloT.
OcobeHHocTn geten co Il ctenenbto [ICT: 3aTpyaHe-
HVe HOCOBOTO [bIXaHWA, OTEYHOCTb CAM3NCTON 0OO0-
NOYKN HOCa, NCKPUBIIEHME HOCOBOW MEPEropoaKkm
B XPALIEBOM OTAeNe, PaspbiX/IeHHOCTb CM3NCTON
000MOYKM POTOrMOTOYHOW 0bnactu, 13 3abonesa-
HUM 11 NATONOMMYECKMX COCTOAHUN — Ba3OMOTOP-
HbIM 1 anneprvyeckuin pUHIT 1 runeptTpodua Heb-
HbIX MUHOAVH. XapaKTePHbIe N3MEHEHWA ANA AeTel
c Il crenenbio BoipaxeHHocT ACT: HenpaBuibHanA
bopmMa Hapy>KHOro HOCa, CUHIOLWIHbIV OTTEHOK CIK-
31CTOM 0OONOYKM MOOCTU HOCA, TNepTpodUA aae-
Hovpos lI-lIl cteneHw, NoBbILEHHAA CYyXOCTb CM3N-
CTOW POTOrAOTKM, TUNepTpodUa HEOHBIX MUHAANNH
[I-ll cTeneHn, NONMNO3Hble Pa3pacTaHnA CIU3MCTON
Hoca. Kaxbln BTOPOW pebeHOK MMeeT afeHoUaNT 1
XPOHNYECKMIA TOH3UNANT [2].

AHOManMM paszBuTMA 1 aedopmaLn YentocT-
HO-MLEBOV 0bnacTi y aeten Ha oHe [ICT - ¢ naTo-
norven yentocTHo-nMLeBon obnactn (Y710) cerpe-
rauma rmaBHbIx peHoTunmdecknx npusHakos ACT B
cembsax geten ¢ 34A n 34/ B YJ1O. B aHamHe3e; BbI-
COKas YacToTa BHYTPUYTPOOHbBIX nHbeKLmi (20,6 %),
pPaHHMX (21,9 %) 1 no3aHnx (24,7 %) TAXKENbIX recTo-
30B MepBOro TpUmecTpa y bepemeHHbIX, achnKcms
B popax (17,1 %). Y peTten Cc NnpnobpeTéHHbIML ae-
dopmaumamm YO B 38,5 % cnyyaes Habnoganmchb
ObICTpble 1 cTpemuTenbHble poabl [18]. Mpu Nprob-
peTeHHbIMK aedopmaumammn YO - 6onu paznmy-
HOW NOKanu3aumm 1 NOBbILWEHHYID YTOMIAEMOCTb,
CTeneHb BbIPaXKEHHOCTM KOTOPbIX HapacTaeT K 9-13
1 ocobeHHo K 14—17 roaam; aHanu3 poaoCIOBHOM
- cerperauna nprsHakos JCT B cembaAx fetei C aHO-
ManVamn passutua u agedopmaumammn Y10, BHew-
HVe: BbICOKOEe roTnyeckoe Hebo, NaToNornsa MpuKyca,
CBEPXKOMMIEKTHbIE 3y0Obl, MATKIE YLIHbIE PAKOBUWHbI,
TOHKaA W/WNN yMEePeHHO PacCTAXKMMAA KOXKa U Ke-
nongHole pybubl. CO CTOPOHbI BUCLIEPabHblE - fe-
bopmaLnn MK, HXHNX KoHeuyHoCTel; ckonno3s; TMG;
MIOCKOCTOMME; MIOCKOBASbIryCHaA YCTaHOBKa CTOr;
[IMK; rmnoToHMA MblWL; NaToNorMa OpraHoB 3pe-
HMA. OCOBEHHOCTN MaKpPO- Y MUKPOLMPKYNALMA B
Y10 y peten ¢ aHomanuammn 1 gepopmMaumamm Y10
n conytcTeytouwen ACT: TeHOEHUMA K TMNOTOHUM U
npeobnafaHve napacumnaTMyeckon BereTaTMBHON
perynAaumm; NOBbILUEHHAA PaCTAKUMOCTb COCYAN-
CTOV CTEHKMW; KOCBEHHbIE NMPV3HAKN MECTHOW TKaHe-
BOW TMMOKCUN Y MaLMEHTOB MMafLen BO3pacTHOW
rpynnbl [1].

OcobeHHOCTY KNMHUYECKOTO TeYeHMA aHOManum
pa3BuTnA 1 gedopmaymin Y10 obnactv y aeten Ha

dore [ICT; otcyTCTBME B aHaMHe3e pebeHKa C aHKW-
no3om BHY mnu HuxHel MykporHatven GakTopos,
CNocoOCTBYOWMX  GOPMMPOBaHMIO  AedopMaLinm
UJ10, BbicoKoe roTnueckoe Hebo, MaToNOrnA NPUKY-
Ca, CBePXKOMMeKTHble 3yDbl, MArkue, Nerko cBopa-
UMBaloWMeca B TPYOOUKY YUIHbIE PAKOBWHbI, TOHKaA
KOKa C TeHAeHUMeN K rMneppacTAKMMOCTY 1 Keno-
UAHble PYyOUDbl; BbIABMEHME MPU3HAKOB HapyLleHWA
Makpo- 1 Mukpoumpkynaumm 8 410, npoasnsio-
LMXCA TeHaeHuren K runotoHun. Y 75,3 % pgeten ¢
aHOMaNMAMK PA3BUTUA U NPUOBPeTEHHBIMK Aedop-
Maumamm Y10 Habnogaetca conytctaytowas ACT
TAXKENOW 1 CpeaHen ctenenn [9] uTo AMKTyeT Lene-
CO00Pa3HOCTb ee CBOEBPEMEHHOW AMATHOCTUKNA 1
OLIEHKM CTEMEHW TAXKECTU.

CTomaTonornyeckmne NposaBIeHua, COnpoBOXKAA-
towpre ACT y nogpoCTKOB; YepernHO-YenoCTHbIE U
34A (ar3mopdum MO3roBOro U NMLIEBOrO CKENET];
AWUCTaNbHbIN, FYOOKMI, OPTOrHAaTUUYECKUI, MPAMON
MPUKYCbl, COYETAHHbBIE HAPYLLIEHVA NPUKYCA; TPEMbI,
AMacTembl, CKy4YeHHOCTb 3yOOB; aHOMaNM1 NpuKpe-
NneHns CNM3MCTOM 0BONOUKM PTa 1 A3blKa; MENKOoe
npeaaBepbe PTa; AeCKBAMATUBHbIN TUHIVBUT, reo-
rpaduruecKnin A3blk; MNOCKOe, BLICOKOE, roThyeckoe
Hebo), xapaKTepHbl A1A 3aboneBaHnA MapPOfOHTa;
nedeKTbl 3yOHbIX PALOB 3a CYET afeHTUW/TMnoaeH-
TN NAKU ONUTOAOHTUN TRETbUX MOAPOB, MPEMONA-
POB, peKe - pe3LoB, KbIKOB. Hepeako BCTpeyaeTcA
ancdyHkuma BHYC n xeBaTenbHbiX MbllwLl (rMno-
TOHWA, NapadyHKUMM); HeKapuo3Hble MOopaxeHua
(NepBurYHbIE, BTOPUYHbIE), HapYLLIEHWA NPOpe3blBa-
HVA 3yOOB, peTeHLMA, MOTIOYHbIE, CBEPXKOMMIEKT-
Hble 3yObl, Kapuec, HapylleHne rurieHsl MonoCTy
pta (MP) n mukpoumpkynaumn. Habnwogatotca ae-
beKTbl Npope3biBaHMA, ANCTONVA, peTeHUMs 3yO0B.
BcTpeuatotca CBEPXKOMMANEKTHbIE 3yDObl, MOOYHbIE
3yObl B MOCTOAHHOM MPUKYCe, N3MEHEHWA pa3Mepa,
dopMbl, CTRYKTYpPbI 3y60B. BO3MOXHbI KNUHMYeCKe
BapPWMaHTbl CKPLITOrO TEYEHUsA WNN paHee nepeHe-
ceHHon auchyHkumm BHYUYC, Korga onpepensioTca
AYCKyNbTaTMBHbIE LWyMbl B CycTaBe. CMHAPOM AUC-
byHKUMM BHUC MoxkeT HabntoaaTbCca Npu CHKEHNN
MeXa/bBEONAPHOrO PACCTOAHWA, BTOPUYHbBIX Ae-
bopmaLMAx OKKMO3UK, NapadyHKLmax [17].

Hanbonee yactble npoasneHuns ACT, conpoBo-
XAatolme cTomaTtonormyeckme 3abonesaHna y noa-
POCTKa: BHellHMe: acTeHWYeckoe TenocnoXeHue,
HapylleHe OCaHKK, NaTonorna CTomn; LONMxoLe-
bannueckuit, mesoledanmueckuiit TMnbl MO3roBOro
CKeneTa, BbiMyK/bl, MPAMOW, pexe BOTHYTbIA TUMb
npoduna nuua. OCobeHHOCTU 3CTeTUYecKMx na-
PaMETPOB — OTHOCUTENIbHOE YBENUYEHNE UNPU-
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Hbl HOCa B 00MACTV KPbIIbEB 1 HOCOBbLIX PAKOBMH,
OTHOCUTENbHOE  yBENMYeHNe MOPPONOrMYeCcKomn
BbICOTbI /YL@ 3@ CYET OTHOCKTENIbHOTO YMEHbLLE-
HVA WAPVIHDBI LA B 06NACTAX CKYNOBbIX [y, YI0B
HVXKHEW YemoCT, OTHOCUTENIbHOE YMeHblueHne
NMOAHOCOBOIO yrna (onylyeHne KoHYMKa Hoca). [pn
3TOM, BUCLiEPasbHble - OCOOEHHOCTM 3CTETUYECKNX
MapameTpoOB — OTHOCUTENbHOE YBeIMYEeHMe Wnpn-
Hbl HOCa B 00MaCTV KPbIIbEB 1 HOCOBbLIX PAKOBMH,
OTHOCUTENbHOE  yBenuyeHre MOopPGONOrnyecKom
BbICOTbI MLa 3@ CYET OTHOCUTENIBHOIO YMEHbLIEH WA
WWPWHBI ML B 00NaCTAX CKYNOBBIX YT, YIOB HK-
Hew YesloCTI, OTHOCUTENTbHOE YMEHbLUEHE NOA HO-
cosomn yron [3,17,18].

[MPVHATO CunTaTh, UTO HoNesHb (CMHAPOM) Map-
daHa onvcan dpaHuy3cknin neauatp A. Marfan B
1896 r. Bnocneactsum ObIO MOKaszaHo, YTo nNpef-
CTaBneHHaa MM OONbHaA MMeNa MHYI0 MaToNOruio.
ICTUHHYIO KNMHUYECKYIO KapTUHY 6one3Hn Map-
daHa, no-euanmomy, Bnepsble onvcan .. Awap
B 1902 r. bone3Hb MapdaHa (OMIM1 N2154700) As-
NAETCA HacneaCcTBeHHbIM 3abonesanvem CT ¢ ayTo-
COMHO-AOMMHAHTHbBIM TUMOM HacnefoBaHua [3] no
MHEHMIO aBTOPOB B OCHOBE 33001€BaHVA NEXNT Ha-
pyLIeHne CMHTe3a OAHOrO M3 OCHOBHbIX Henkos CT
- GnbpUNMHa, UTO NPUBOAUT K HAPYLWEHHOMY CTPO-
EHMIo Lienn KonnareHa | Tmna v 3nactvHa, BXOAALLMX
B CTPYKTYpPY KJlanaHOB cepAua, MMoKapaa, CTeHOK
COCYO0B, OpPraHa 3peHVa 1 ONOPHO-ABUraTeNIbHOTO
annapata. bone3Hb MapdaHa nMeeT BbipaKeHHYO
reHeTNYeCKyI0 reTepOreHHOCTb: K HaCToALLeMY Bpe-
MEeHV B Pa3fnNYHbIX CEMbAX MAEHTUOULIMPOBAHO 60O-
nee 550 myTtaumi reHa FBNT. Cpeint HUX MUCCEHCMY-
Taumy COCTaBnAT 57%, MyTauum CO CABUIOM PaMKm
CyYnTbIBaHNMA - 18%, MyTaLWV B CalTax CrilalCuHra -
169%, HOHCeHC MyTauuu - 8%. B nocneaHme roabl bbin
BblaeneH cuHapom MapdaHa 2-ro Tvina, obycnos-
NEeHHbIV MyTalUMen reHa pelenTopa 2 TpaHChopmMm-
pytollero Gpaktopa pocTa. B KnnMHM4Yeckom cratyce
NpeBannpytoT CkeneTHble aedopmMaumy, Kapamosa-
CKYJIAPHbIE PACCTPOMCTBA, HO OTCYTCTBYET MOpaxe-
Hve rnas. [1o-Bnarvmomy, B 4aCTu Clly4YaeB CUHOPOM
MapdaHa cBAzaH ¢ MyTaumamm B reHax FBN2, FBN3.
[ostomy Ana BepuduKauMM [OMarHo3a LUenecoo-
OPa3HO MCNONBb30BaTb HE TOMBbKO KINHUYECKME, HO
1 MONeKyNAPHO-TeHeTMYeCKne METOADI.

OpraHHada cneunpryHOCTb KNETOYHBIX SMemeH-
ToB CT BblpaxaeTca B KonunyecTse, Gopme 1 COOTHO-
WEHWN Pa3NYHBIX BUAOB KNETOK, B UX MeTabonus-
Me U GYHKUMAX, ONTYMANbHO MPUCNOCOBNEHHDBIX K
GyHKUMK opraHa. CneunPruyHOCTb KNeTOUHbIX 3Me-
MEHTOB MPOABMAETCA TAKXE B VX B3aVMOLENCTBUM

mexay cobon, B OCOOEHHOCTAX WX BHYTPEHHEro
cTpoenna. Cneundunka CT obHapyK1BaeTca u B CO-
OTHOLUEHUW KNETOK W BHEKMETOYHBIX CTPYKTYP Ha
PA3IMYHbIX YYaCTKax Tena. HapyleHne CTpyKTypbl 1
meTabonmsma CT B HacTosALlee BpeEMA pacCMaTpuBa-
eTcA Kak [ICT, koTopas B HONbLINHCTBE CllyYaeB MMe-
eT CUCTeMHbIN XapakTep. 1o MHeHWnio aBTopos CT
— 3TO HapyleHe pa3suTna CT B SMOPUOHANbHLIN
M MOCTHaTaNbHbIA Neproabl BCNeACTBNE reHeTnYe-
CKM M3MEeHeHHOro drnbpunnoreHesa HeK1eToYHoOro
MaTPMKCa, MPVBOAALLErO K PAacCTPOWCTBY FOMeEO-
CTa3a Ha TKaHEBOM, OPraHHOM 1 OpraHM3mMeHHOM
YPOBHAX 1 XapaKTepPU3yoWeroca NporpeaneHTHbIM
TeyeHunem [7].

[0 MHEHWIO aBTOPOB, OAHWUM W3 BMAOB Anbde-
peHumpoBaHHom LCT ABNAETCA HEeCOBEePLUIeHHbIN
octeoreHe3 (HO). HecoBeplleHHbIN OCTeoreHes
(osteogenesis imperfecta) — 370 rpynna Hacnea-
CTBEHHbIX DONEe3Hel, XxapakTepu3yoLanca reHepa-
NIN30BAHHOW OCTEOMEHMNen 1 XPYMKOCTbO KOCTeW.
[1pn BCeX TUMNax HECOBEPLLIEHHOIO OCTeoreHe3a no-
BbILIEH PUCK NepPeIoOMOB AaXKe MPY HE3HAUUTENbHbIX
Harpy3kax 1 TpaBmax. [lonynauymoHHaa yactota HO
coctasndaet 7,2: 10 000 [18]. HecoseplueHHbIn ocTe-
oreHes 00yCNOBAEH MyTaUMAMY, HaPyWaWMMK
NepBUYHYIO CTPYKTYPY, CUHTE3 1 COOPKY KonnareHa
[ TMNa. 2TOT TMN KOJNareHa BXOAWT B COCTaB PbIX/I0M
1 NAOTHOW COeANHUTENBHOWN TKaHW, HO Npeobnaaa-
eT B KOCTHOW. [103TOMY Camble TAXeNble MOPaKeHMA
Npw 3TOM NOPaKeHUA KOCTEN.

JNEKTPOHHO-MUKPOCKOMMUYECKOEe  1MCCneaoBa-
HVe MoKa3ano, 4to bonblad YacTb OCTe0HNacToB
npn HO conepnT yMeHblEHHOE KONMNYeCTBO 3f1e-
MEHTOB rPaHyIAPHOro SHAOMNAa3MaTUYECKOro peTu-
Ky/IMHa, B TO Bpema Kak B 0CcTeobnacTtax HopmMasb-
HOW KOCTW rpaHynAapHasa 3HAOMNIa3mMaTyeckan ceTb
XOPOLWO pa3BuTa. [locneaHAa OTBETCTBEHHA 3a CUH-
TeTUYeCKme npoLeccsl 6enkos 1 GpepmeHToB. Kpome
TOro, MUTOXOHAPWUKM OCTEOONACTOB KOCTHOW TKaHU
copepkaT OCMUMOGUIbHbBIE BKIOUEHMA B BMAE OT-
AeNbHbIX KPUCTaNI0B MMAPOKCMANATATA MW UX CKO-
nneHnn. MUTOXOHAP W UMEIOT HABYXLLNIA MATPUIKC 1
aesuHTerpaumto kuct. Mpun HO nveeT cBon ocobeH-
HOCTW W yNbTPacTPyKTypa octeounta. OTCyTCTBME
neperopofoK M3 MUHEePannM30BaHHOIO OCHOBHOIO
BeLeCTBa KOCTW Mexay OTAeNbHbIMM OCTeOUMTaMM
CBMOETENbCTBYET O 3aMme[IeHHOM KOCTeobpa3oBa-
HWW, CBA3AHHOM, BO3MOXHO, C MOHMKEHNEM QYHK-
LMW KOCTHbIX KNETOK. [1pur M3yUYeHnn ynsTpacTpyKTy-
Pbl MMHEepPanM30BaHHOrO MaTpUKCca KOCTHbIX Oanok
OOHAPYXEHO, YTO MHTEHCUMBHOCTb MUHEPanu3aLmnm
KonnareHoBbIX Gnbpunn He Be3ne oAMHaKoBa. Pes-
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KOe yMeHblUeHne BHYTPUNEPUOAHBIX MOMepeyHblX
NIVHWI, @ TaKKe U3MeHeHVsa arameTpa Gubpunnn u nx
Ae3uHTerpauma OO bACHAIT HEMPOYHYIO CBA3b MEX-
Ay KpUCTaniamuy rmapoKcranaTiTa U KonareHOBbI-
My dubpunnamu [17]. KnuHudeckaa kaptuHa, HO
3aBUCUT OT T1MNa 3aboneBaHMA, BO3pacTa ero npo-
ABNEHUA, TAXECTN MOpaxkeHWda ckeneta u Apyrux
opraHoB. Ecnn 6onesHb BbiABNeHa Y HOBOPOXAEH-
HOro, TO 370, BepoATHee Bcero, HO tnna Il (Tpaguum-
OHHOE Ha3BaHMe — BPOXKAEHHbI HECOBEPLIEHHbIV
ocTeoreHes). INpu, HO T1na Il pebeHok poxaaeTca
C MHOXKECTBEHHbBIMI NepenoMamm AIMHHBIX Tpybua-
TbIX KOCTEW; NOC/e 3aXMBAEHNA NepesioMOB KOCTK
YKOPaUMBaOTCA, YTOMAWATCA U AedopMMpyOTCA.
Yepen MATKUIA, HaNMOMMHAET KayuyKOBbIM MELLOK,
Ha KOTOPOM MPOLLYMbIBAIOTCA OTAENbHbIE KOCTHbIE
MNACTUHKN. POOHVYKN W WBbI WNPOKMeE. PoxaeHne
MepPTBOro M1oAa UM PaHHAA CMePTb HOBOPOXEH-
HOro OObIYHO BbI3BaHbI [blXaTeNbHOW HeaoCTaTou-
HOCTBIO WM MOBPEXAEHVEM LEeHTPaibHOM HepB-
HOW cucTembl [7].

10 nUTEpPaTyPHBIMXA AAHHBIMU MOSTYYEHHbIE pe-
3yNbTaThl  UCCNEOOBAHMA  4acTOTbl U CTRYKTYPbI
cTOMaTonornyeckmx 3abonesaHnn y geten ¢ ACT
B Pecnybnunke Caxa, CBMAETENLCTBYIOT O Hebnaro-
MNPUATHOW  KIIUHUKO-3MNOEMUONOTNYECKOW  CUTY-
aumun. [pyn 3TOM B KMKOYEBOW BO3PACTHOW rpynne
aeten 12 net onpefenaeTca BblICOKMA YPOBEHb MH-
TEHCMBHOCTU MOpaxeHna 3yOoB Kapnecom, npose-
AEHHBIN ANHAMUYECKNIA aHann3 CBUAETENbCTBYET O
MOBbIWEHNN NIMHUWM TPEHAA 3a NOCNeAHNN Neprom.
CTpykTypy 6onesHelr MapodOHTa Yy AeTel WKOSb-
HOro BO3pacTa COCTAB/IAET TMHIVBUT, B OCHOBHOM
XPOHMYECKan KaTapanbHasa dopma. YacTbimm peHo-
TMnnyeckumMmmn npusHakamu ACT, npoABnaoWwmmm-
ca B 34C, asnatotca ancdyHkumm BHYC, aHomanmm
NoNoXeHnA 3y00B 1N NPUKPEnAeHWs y3aeuek A3blka
n ry6, 34A. B 3aknoueHne aBTOPOB yCTaHaBMBAET
BbICOKOW YPOBHE PACNpPOCTPAHEHHOCTN CTOMATO-
nornyeckmx 3aboneBaHnin 1 GeHoTUNMYEeCKNX Npu-
3HaKoB, npoasnawmxca B8 34C. [pn 3TOM MHTEH-
CUBHOCTb MOpaxeHus 3y60B Kapuecom B KNtoUeBow
BO3pacTHOW rpynne geter 12 neT xapakrepunsyeTcs
KaK BbICOKMI YPOBEHb, TakxKe Y 00CNejoBaHHbIX Ae-
Ten onpenenAeTca HeyaoBNeTBOPUTENbHOE TUTe-
HMuyeckoe coctosaHue [P, koTopoe cBnaeTenbcTyeT
O HU3KOM YPOBHE CaHUTApPHOW KyNbTYpbl AeTer 1 X
poauTenen. B cTpykType GeHoTUnmMYeCcKnx npm3Ha-
ko JCT Hanbonee 4acTo BbIABAANNCH AUCOYHKLMN
BHYC u 3YA. BbisiBneHHble KAMHUYecke oCobeH-
HocTu npoasneHnn [ICT B opraHax 1 TKkaHax [1P, a
Takxke YO TpebytoT kKomnnekcHoro nogxoda. o

Cf10BaM aBTOPbl GaKTbl ANKTYIOT O HEOOXOAMMOCTY
NpoBeAeHNA AanbHENWNX NCCNeNoBaHNI, Harnpas-
NeHHbIX Ha NpodunakTuky CT, a TakKe coBeplLleH-
CTBOBaAHMA OKa3aHWA CTOMATONOMMUYECKON MOMOLLN
NeTAM pernoHa [14].

PAn aBTOPOB yTBEPXKAAET, UTO, CYMMAPHAA 4acTo-
Ta HacneacTBeHHbix ACT coctaBnaeT ooav NpoLeH-
Ta, B To Bpemd kak HACT umetoT ropasno bonee wu-
POKOe pPacnpoCTpaHeHue, OOCTUTaA B HEKOTOPbIX
nonynaumax ot 10% no 30%. HacnencteenHble CT
— reTeporeHHasn rpynmna MOHOreHHbIX 3aboneBaHu,
OOYCNOBMEHHbIX FreHeTUYeCKUMY aehekTammn CUH-
Te3a W pacnaga 6enkoB BHEKNETOUHOrO MaTPUKCa,
a Takxe OenKoB, ydyacteyomnx 8 MopdoreHese CT
[10]. Mo mHeHuto asTopos HACT ¢ MmapdaHoMAHbLIM
hEeHOTNMOM XapakTepursyeTca CKeneTHbIMM aHOMa-
NINAMW, MaSTbIMKM @aHOMaNMAMK cepLia 1 COCYLOB, Ha-
pyweHnem opraHa 3penua un ap. MNpw HACT ¢ anep-
CoOnoAoOHbIM GEHOTUMOM Yy BOMbHBIX BbIABNAETCA
TeHOEHUMA K TMNeppacTaXUMOCTU KOXM, Pa3HON
CTeNeHU BbIPAXXeHHOCTY MMNepMOobnAbHOCTb CyCTa-
BOB, rofnyboBatble cknepbl 1 apyrne npusHakm CT.
[lnarHocTnKa cTeneHn TaxecTy HeanddepeHUnpo-
BaHHOW [CT y aeten, AOKHa HOCUTb KOMMIEKCHbIN
XapaKTep v BKMtoYaTb B cebs TlaTeNbHOe KNMHNYe-
ckoe obcnefnoBaHve 60NbHOrO pebéHKka 1 YNeHoB
ero ceMbu No efiHoM OMarHOCTUYECKOW MPOorpam-
Me, LeNeHanpaBieHHYo UHCTPYMEHTaNbHYIO aAva-
FTHOCTUKY C YYETOM «OpraHa-MuLLEHM» 1 Cneymnanb-
Hoe nabopaTopHoe obcneaosarue [9].

[0 MHeHuo gpyrmx aBTopoB [13] BpOXAEHHaA
HenonHoueHHOCTb CT MOXeET ObITb AMarHOCTMPOBA-
Ha NpW Hanuumn y pebeHKa coyeTaHusa rMaBHbIX W
BTOPOCTEMNEHHbIX MPU3HaKOB. Bcero B knaccudumka-
LV NPUBOAUTCA 15 MPY3HAKOB, OTHOCALLIMXCA B OC-
HOBHOM K I1aBHbIM — TMNEPNOABMKHOCTb CYCTaBOB,
rMNepanacTMYHOCTb KOXKM, Aedopmauna rpyaHON
KNETKM M MO3BOHOYHMKA, MAaTOMIOMA OpraHa 3peHus,
BbICOKOE HEDO, MNOCKOCTOMME U BblpaykeHHas BEHO-
3HaA CeTb Ha Koxe. K BTOPOCTENEHHbIM MPY3HaKam
aBTOPbI OTHOCAT aHOMANMK YLLIHbIX PAKOBMH, 3yO0B,
rpokn 1 ap. Jlerkas ctenens ACT agnarHoCTMpyeTcA
NPU BbIABNEHWW 2 IMaBHbIX; CPeAHAA — 3-4 raBHbIX
U 2 BTOPOCTEMEHHBIX, A BblpaxkeHHas — 5 1 bonee
FMaBHbIX 1 3-4 BTOPOCTEMNEHHbLIX NMPV3HAKOB. Hepo-
CTaTKOM [l@aHHOW KnaccuduKaumuy, Ha Hall B3riafg,
ABNAETCA OrpaHWYeHHOe YMCNO aBHbIX 1N BTOPO-
CTeneHHbIX MPW3HAKOB, HECOMHEeHHO urpatoulee
BaXKHYIO POJIb B AMArHOCTVKE COeAVMHNTENbHOTKAH-
HOW ANCMIa3un.

ABTOP [15] M3yyeHa B3aMMOCBA3b 3HAYNTENBHO-
O YMCNA MaBHbIX 1 BTOPOCTENEHHbBIX KIMHUYECKIMX
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NPOABNEHUI COOUHUTENBbHOTKAHHOW ANCMNA3nn
B rpynmnax 60fbHbIX W 340POBbIX AeTelt. BoiABneHa
accoumauma rMnepMobunbHOCTA CYCTaBOB C W-
Nep3nacTUYHOCTBIO N BbIPAXKEHHOCTBIO BEHO3HOWM
ceTu KOXu, aedopmalimen rpyaHON KneTKu, nao-
ckocTonmem, cnabocCTbio MbllL, nepeaHen OpioL-
HOWM CTEHKM 1 MOMNEPEYHON NCYEPUYEHHOCTBIO CTONM.
MeHee BblpaxeHHadA Koppenauma oTMeyeHa Mexay
rMNepTenopn3MOM a3 1 3NMKaHTOM, CaHaaNneBua-
HOW Wenblo CTOMbl U MOPLUMHUCTOCTBIO KOXMK, T.e. C
BTOPOCTENEHHbIMM MPU3HAKaMK. YCTaHOBIEHO, YTO
CTAaTUCTMYECKM 3HAUYMMO KOPPEeNMPYIOT CO CTerne-
Hbto TAxecT CT nuwb 39 13 65 13yyaembix GeHo-
TUMNYECKMX NPY3HAKOB.

o pe3ynbrataM UccnefoBaHne aBTopbl YCTaHO-
BWMN, MOKasaTeflen nopaxeHre TBepAblx TKaHewn
3yO0B 1 MOpaxeHWA TKaHel NapooHTa C NaToNor-
amm OACT v HOACT, Bo BCex BO3pacTax C MaTono-
rvmamn JCT otmevaeTca 6onblue Yyem y nauneHToB
HOOCT, npn 310M, Cpean naumeHToB K/l BCTpeuya-
eMOCTU Kapuec, HeKaprO3Hble Mopax}eHna 1 nopa-
XKEHne TKaHen NapofoHTa BCTPEYaeMOCTb OTMeYa-
etca ot 20% [o 2 pa3 MeHblue, 3HaUUT aHanms3 3Tux
NaHHbIX MOATBEPKAAET, UTO KapMO3Hble 1 HEKapWO3-
Hble NOPaXKeHMA TBEPAbIX TKaHel 3y6oB 1 bonesHen
TKaHen MapoAoHTa BO3pacTaeT B MPAMOW 3aBUCK-
MOCTM C BO3PaCTOM OOSbHbIX B KaXAOM rpynne, npu
3TOM MoKaszaTenn y nauneHTos K/ 0kasanucs Huxe,
yeM y naumeHTos 1-1m un 2-1 rpynn. Takxe, y naym-
eHtoB — AACT n HOAACT otmeyvaeTca yxyaLweHue no-
KasaTenen rmrmeHnyeckoro coctoaHma MNP npamon
CBA3aHHOW C POCTOM BO3pacTa W rybuHa napoaoH-
Ta/IbHOrO KapMaHa y nauventos ¢ AACT (cuHapom
MapdaHa) B Bo3pacTe 18-20 net -5,4+0,1; 21-29 net
-6,4%0,4; 30-37 net -8,8+0,6 nnu y naumeHToB C na-
Tonorvamm HAOCT 3,2+0,1; -4,4+0,8; -5,8+0,8 cooT-
BeTCTBeHHO [5]. OHWM B R-Kne KapTuHe Habnoganu,
uTO TKaHM napoaoHTtute Npu ACT cneumduyHo, To
eCcTb nporpeccupytoliem 3aboneeaHun 1 pe3opo-
UMM KOCTHbIE TKaHWM He BCerga COOTBETCTBYIOT Aen-
CTBUTENBHOCTW. [1pW COBMOAEHNN TUTUEHUYECKIX
npaBun, a MHoraa v 6e3 TakoBblX, Y OOMbLWIMHCTBA
OONbHbBIX KOCTHblE W3MEHeHWsA rofamu OCTaloTCA
CTabUNBbHBIMM KaK MO KONMYeCTBEHHOW, Tak 1 Mo Ka-
UECTBEHHOWM XapakTepuCTuKe. AHaNM3 pesynbraTos
NapaTMPEOUAHbBIX FOPMOHOB V1 31EKTPOSTNTOB NCCe-
AOBaHVA YTBEPXKIAIOT, YTO CpefHMe 3HaueHna Ca, P
1 Mg y MyXUMH U KeHLWWMH Npy cuHapome MapdaHa
n HOOCT npw CpaBHUTENBHOW OLIEHKE CyLECTBEH-
HbIX pa3nuunii He nmenn (p>0,05). Mo oTHoWeHNO
K/T conepxaHve Mg B CbIBOPOTKE KpOBW ObIO AO-
CTOBEPHO CHIKeHO (p <0,05), a P - noBbIWeHO, Npu-

uem, Y MaLMeHToB ¢ cuHapoMomM MapdaHa ypoBeHb
3TUX MOKa3aTtenel Obin bonee BbipaXkeH, Yem Mmpu
HOACT. Mpw cnrapome MapdaHa y My»KUnH 0CTeo-
KanbLMH CbIBOPOTKN KPOBW AOCTOBEPHO CHUXKEH He
TONBbKO MO OTHOLWEHMIO AaHHbIX K/T (p<0,05), HO 1 No
OTHOWEHMIO K MOKa3aTeNAM MXEeHLIMH, CTPaaatoLmnx
3TMM 3aboneBaHvem (p<0,05). Takne e M3MeHeHUA
HabnoaaTCA U NpK oleHKe copepxaHma LLO: ypo-
BEHb €€ Yy MyXUMH 3HaYMMO MpPeBbillan TakOBOW Y
xeHwurH 1 K/ (p<0,05). OgHako cnefyeT OTMETUTD,
UTO Y MKEHLMH C cHapomMoM MapdaHa yposeHb LLO
B CbIBOPOTKE KPOBW Oblfl JOCTOBEPHO BhILLE, YeM Y
nny K/T (p<0,05). B 3aknioueHme aBTopbl NprBOANTD
AaHHble, YTO, COCTOAHME TBEP/bIX TKaHel 3y6oB Ha
doHe cHuxeHHOM MK XapakTepu3yeTca BblCOKOW
WHTEHCMBHOCTbBIO KOMMYECTBOM YAaneHHbIX 3y00B;
Takxe, y naumeHtoB ¢ [ACT B TKaHAX MapOAoOHTa
NPUCYTCTBYIOT CNEUVPUUECKUIN U3MEHEHNA, XapaK-
TepHble 0719 NMapPOAOHTANIbHOW MATONOTUU TAXKENOM
crenenn. [pu 3Tom, TedeHre XITI Taxenom cteneHu
y 1L MONIOAOIO 1 CpefHero Bo3pacTta UMEET reH-
AepHble pasnnuna. Kpome Toro, ykasaHHble 13mve-
HEeHMA OTMeYaeTCA y NaLMEHTOB MONIOAOrO U Cpea-
Hero BO3pacTa 6e3 BOCMANUTENbHOM MATONOrUN
NapOAOHTa, OCOOEHHO Y MaUMeHTOB C CMHAPOMOB
MapdaHa, 4To MOXeT CNyKWUTb AMArHOCTUYECKUM
Kputepuem cHuxeHva MIK. lncbanaHc B cucteme
Ca -perynupyowmx ropMmoHOB y nauneHtos ¢ ACT
n HOOCT cpeaHero Bo3pacTa 0boero nosna cnocob-
CTBYET Pa3BUTUIO arpeccMBHOroO TeueHua 3abone-
BaHWA, YTO onpeaensaeTca OJOCTOBEPHO 3HAYMMbIM
(p<0,05) yxyaweHnem BCex NoKaszaTenen napofoH-
TaNbHbIX MHAEKCOB, YBENUUYEHEM NOTepU NpUKpe-
nneHns 1 bonbliel cTeneHblo pe3opbLmM KOCTHON
TKaHW. Taknm 06pa3om, aHanm3 AOCTYMHOW Ham nui-
TepaTypbl MOKa3as, YTo 13y4YeHne poaun HapyLweHua
MWHEPanbHOro 1 KOCTHOrO MeTabonv3ma B BO3HMK-
HOBEHWUW U Pa3BUTUM arpeccrBHbIX GopMax Mapo-
AOHTUTA VIMEET LUMPOKYIO Hay4HYyl0 MepcrneKkTuBy.
[onyueHne HOBbIX JaHHbIX O COCTOAHMM CUCTEMHbIX
perynmpytoumx GakTopos 1 X BAVAHME Ha NIOKab-
Hble MeXaHW3Mbl MOBPEXAEHUI TKaHeM NapofoHTa
MO3BOMIUT HE TOMbKO YNYYWWTb AMArHOCTUKY Pas-
NMYHBIX GOPM, @ TakKe NOBbICUT 3GGEKTUBHOCTL Ne-
UeHMA 3TOW NaToNOr NN,

KOH®JINKT MHTEPECOB

ABTOPbI 3asBNAIOT, YTO AaHHaA paboTa, eé Tema,
NpeaMeT ¥ COAEPKaHVEe He 3aTParvBaloT KOHKYpK-
PYIOLLNX MHTEPECOB.

NCTOYHNKN PUHAHCHPOBAHKA

ABTOPbI 33ABNAOT 00 OTCYTCTBUM GUHAHCUPOBa-
HVA NPW NPOBeAEHUIN NCCNefoBaHWA.
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VlHTeraTI/IBHaFl CTOMaTONIOTNA 1 YEJTIOCTHO-TNLEBAA XNPYPTNA

JIOCTYMHOCTb [AHHBIX I MATEPHAJI0B

Bce AaHHble, MOMyYEeHHbIE MM MPOAHANM3NPO-
BaHHble B XOAe 3TOro MCCNefoBaHus, BKIOYEHD! B
HaCTOALLYO ONyOMKOBaHHYIO CTaTbIO.

BKJIAL OTLEJIbHBIX ABTOPOB

Bce aBTOpPbI BHEC/IM CBOW BKJaL B MOArOTOBKY
NCCNefOBaHNA 1 TONKOBAHWE €ero pesynbraTos, a
TaKXe B MOArOTOBKY moc/eaylowmx pegakumm. Bee
aBTOPbI NPOUNTan 1 0aobpUK UTOrOBbLIV BapuaHT
PYKOMUCH.

ITNYECKOE 0106PEHUE 1 COTNIACWE HA YYACTHE

Bbinn cobnioaeHbl BCe NPUMEHUMbIE MEX[yHa-
POAHbIE, HAUMOHAMbHbBIE W/UNKM UHCTUTYLMOHANb-
Hble PYKOBOAALIME MPUHLUMMbI MO YXOLY 3a K1BOT-
HBIMW 11 X UCMOMBb30BaHMIO.

COrJIACWE HA NYBJINKALINID

He npumeHrmo.

NPUMEYAHWE W3MATENA

KypHan "MIHmezpamusHaa cmomamono2usa u
YesIIDCMHO-/TUYEe8asn Xupypaus" COXPaHAET HenTpa-
NINTET B OTHOLIEHUW OPUCOMKLUMOHHbBIX NPEeTeH3UM
NO ONyOAMKOBAHHbBIM KapTaM ¥ YKa3aHWAM UHCTUTY-
LMOHANbHOM NPUHAANEKHOCTU.
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