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Kaxk noxasvisaem knuHuueckuti onvim, KOIU4eCeo NayueHoe ¢ 3y604esocHoiMu aHOMATUAMU
U HeOuppepeHUUpPoBaHHoL OUcna3ueti COeOUHUMENbHOL MKAHU eX(e200HO YEeTUHUBAENICS.

Kntoueswie cnosa: coeOuHumenvHOMKAHHAS aMCI’l]Za3Mﬂ, Hesponozus, cmomamo;zoeuﬂ—opmoboumuﬂ,

KZIUHUKA, 6uae;—tocmu1ca, JleveHue

BBepeHue

Vccneposaunst, mposenennsie T.V. Kagypunoit u JLH. A6-
6akymoBoii (2006), CBUIeTETIbCTBYIOT O TOM, 4TO B P pac-
IPOCTPaHEHHOCTD IIOPOKOB PasBUTUA 3yOOUETIOCTHOI
CHCTEMBI y Hace/leHus focturaer 12% obuiero Kommde-
CTBa CIy4aeB C BPOXXJEHHON HAC/IE[CTBEHHOI IIaTOJIO-
rueit. O6BI9HO 3y6OYETIIOCTHBIE AHOMA/IMI COYETAIOT-
Cs1 ¢ BPOX/IEHHBIMIU Ma/bIMU cTUTMaMu (fedexramn),
COIyTCTBYIOMIMMY OPOKaMy Pa3sBUTHSA JIOP-OPraHOB,
OpraHa 3peHus, OIOPHO-IBUTATENbHOI, CepAeYHO-CO-
CYIUCTOI, LIeHTPa/IbHOI ¥ Nepudeprdeckoil HepBHOM
M SHIOKPUHHOM cucteM [1, 2].

Ha coegunutenpryo TkaHb npuxogutcsa 50-80% macchl
Tela B opraHmsMe denobeka [3-5]. OHa BBHINOTHsET
IATh OCHOBHBIX (QYHKIMI: 6MOMEXaHNYECKYI0, TPO-
¢duueckyo, 6apbepHYI0, IIACTUIECKYIO 1 MOpdOreHe-
Ti4ecKyo. OTHNM 13 NepBbIX HAyYHBIX MCCIENOBaHNIA
COeVHNUTENIbHON TKaHMU CTaso uccnefopanue J. VanMee-
keer 1682 r. [Tato¢usuornor mpocdeccop A.A. boromornern
(1881-1946) BnepBble 0OXapaKTepU30Bal COSAVHUTEID-
HYIO TKaHb KaK (PUM3MOJIOTUYECKYI0 CUCTEMY, BBbIJE/INB
U OIJCaB JOIOMHUTENIBHO ee TPOPUUIECKYI0 U 3alUT-
Hy!o ¢yHKuuu [5]. VlccnegoBanus cTpoeHus, ocobeH-
HOCTeit GOpMUPOBAHNS M PONIU COEUHUTEIBHON TKaHN
B [IATOJIOTMYECKUX IIPOIeCCaX U FeHeTUIECKUX M3MeHe-
HIAX B OPraHM3Me 9e/I0BEKa MIPOJO/DKAIOTCA M CETOfHA.
Mopdonorndeckn BBIENAIOT ABa BUAA COCAMHUTEb-
HOJI TKaHM — IUIOTHYI0 0()OPMJIEHHYIO ¥ PBIXIIYIO Heo-
¢dopmrennyio. Ilepas BXOAUT B COCTAB KOXKMU, CBA30K,
CYXOXIINIt, pacumii, Bropas — B CTPOMY [JPYTUX TKaHel
U OPTaHOB. VI3 COenMHNTENTbHOI TKAHM COCTOAT CHHOBM-
a/IbHBIe U CepO3HBble 000T0YKY, NEeHTUH, IMaIb, y/IbIa

3yba, poroBuiia, CKjiepa, CTeKJIOBUZHOE TeJIO I1a3a, 6a-
3a/IbHble MEMOPAHbI COCYZOB U AMUTENNsI, CUCTEMA Hell-
POI/IVMY, PETUKY/LSIPHAS TKaHb.

/3BecTHO MHOTO TepMMHOB, HO MBI IIPUAEPKMBAEMCS
MOHATUA OUCIIA3UM coeguHuTenbHoin Tkauu (JCT),
NAHHOTO OTeYeCTBEHHBIM ydeHbIM B.M. fIkoBneBbIM
(1924-2015) B 1980-x rT. [6].

Hapywenue passumus coedunumenvHoti mxkanu — Ouc-
nnasus (dysplasia; rpeu. dys- + plasis ¢popmupoBanue,
o6pasoBanme) — HeIIPaBUIbHOE pPa3BUTIE TKAHEN 1 Op-
FaHOB HE3aBVCUMO OT BPEMEHN U IIPUIMHBI NX BOSHIIK-
HoBeHus [7].

Brigenstor aBe rpymnmsl JCT - cobctBenHO uddepeH-
LMPOBaHHYIO 1 HemudepeHpoBaHHYIO [8].
Hduppepenyuposarnvie Oucnnasuu coeOUHUMenbHo
mxanu (JOCT) MMeonT OTYETIMBYI0 KIMHUYECKYIO
KapTUHY, TO €CTh XapaKTePU3YIOTCS HAIMIMEM OIIpe-
JIeJIeHHBIX, XOPOIIO BHIPAXCHHBIX IPU3HAKOB IIPOSIBIIe-
Hus 6onesneit. OTanunTenbHOM ocobentocTsio JIOCT
SIBJISIETCS OIPefe/IeHHbII TUI HaclefoBaHMUA 3a60-
neBaunmit. K Hum otHocsTCs cunapom Mapdana, cuH-
npoM Jnepca — [laHI0, HECOBEPILIEHHBII OCTEOTeHes,
cungpoM Cruknepa u fp. Pactipocrpanennocts JJICT
B PasHBIX perOHaX MUpa 3HAUYUTENTbHO BapbUPYETCS.
Yacrora cuugpoMa Mapdana B OMy/IsILINY COCTaBIIsIET
1:10000-1:15000. B Poccun JCT ompepensercsa fgocra-
TOYHO 4acTo: 1:5, 8,5% B BeiOOpKe 13 400 yenoBek [9, 10].
ITO CBA3aHO C TeM, YTO nopor crurmarusanymy gt JCT
[O/rOe BpeMst OCTaBaJICs 3aBBIIIEHHBIM U3-32 OTCYTCT-
BULSL €AVIHBIX METOROB JUATHOCTUKIL.

Cunopom Mappana — perkoe reHeTndeckoe 3aboneBa-
HII€, XapaKTePU3YIOlieecs: Pa3HOl CTENEHbIO TOPayKeH NS
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OJHOTO VIV HeCKOMBbKUX OpraHoB. OCHOBHBIMMU IIpU3HA-
KaMU SBJIAIOTCS BBICOKUI POCT, AJIMHHbBIE KOHEYHOCTH,
[TMHHBIE Ia/IbILbI PYK («I1ay4by» [ajIblibl) ¥ HOT, PACIIU-
peHue KOpHA aopThl U MOABBIBUX XpycTanuka. Pacmpo-
CTPaHEHHOCTb CMHApPoMa Mapdana oreHnBaeTcst Kak
1:5000. 3a60/eBaHMe BCTPEYAeTCSA Y MY>KUMH U SKEHILNH
C OIHAKOBOJI YaCTOTOI M He 3aBUCUT OT reorpadude-
CKOTO WJ/IM STHIYECKOTO TIpOouCXoXaenns [11, 12].
Cunopom Snepca - [Janno (CI]]) - rereporenHasi rpyimna
HaC/Ie[CTBEHHBIX 3a00/1eBaHNUIT COENUHNUTEIbHOI TKaH,
XapaKTepU3yolasAcsa TMIepMOOIIBHOCTBIO CYCTaBOB,
PaCTsXMMOCTDBIO KOXXY, JIETKOM PaHMMOCTbBIO TKaHell,
a TaxKe M3MEHEHMSIMHU 3yOOUeTIOCTHON CHCTEMBI, Jallje
B nepuofoHTe. IIpu 3TOM OTMEYaIOTCA Takue CUMIITO-
MBI, KaK PaHMMOCTb KOXXH, Kapuec 3y60B, abcopOTuB-
HBIJI [IepYOJIOHTO3 C paHHelT oTepeli 3y60B. Onmucanns
C3]l B oTeyeCTBEHHOII MUTepaType HEMHOTOYMCTIEH-
HbI, MICTMHHAsA PacIpOCTPAHEHHOCTb HEM3BECTHA, XOTs
CUHJIPOM [IeTalbHO OIMCAH PYCCKUM JI€PMaTONIOTOM
H.A. Yepnory6ossim (1882-1942) [10, 11]. B unocTpas-
HOJI UTepaType NOfpoOHOe KIMHUYECKOe OIVCaHUe
6n110 cenmano B 1901 1. E. Ehlers, B 1908 H. Danlos [11].
ITo maHHBIM 3apy6eXXHBIX aBTOPOB, PACIPOCTPAHEH-
HOoCTb CIJI - 1:50 000, BcTpeyaeTcs OAMHAKOBO YacTO
Yy MY>KYMH U >KeHIVH He3aBUCUMO OT PAChl M 9THUYE-
CKOJI IPVHA/IJIEXKHOCTH.

Hecosepuiennwiii ocmeozerne3 ABNAETCA KIMHUYECKU
Y T€eHETUYECK) TeTePOreHHbIM HAaCTIe[CTBEHHBIM 3a60-
JieBaHMEM COeNVMHUTENIbHOI TKAaHU U CKelleTa, KOTopoe
XapaKTepPU3YETCH IOBBIIMIEHHON JIOMKOCTBIO KOCTEIA
U BOCIIPUMMYMBOCTDIO K IIepe/IoMaM BCIIe[[CTBME TPaBM
HecoOTBeTCTByMoell cunbl [13-15]. Bo3HnkHOBeHue
APYTUX KIMHUIECKUX CHUMITOMOB, TaKMX KaK TOTy6bIe
CKJIEPBI, HU3KUII POCT, HECOBEPIIEHHBI NEHTUHOTE-
Hes, IMIepMOOIIIBHOCTD CYCTaBOB 1 IIPOrpeccUpYIoLIas
MOTepsl CIyXa, 3aBUCUT OT TUIMA U CTEIEHU TAXKECTU
3aboneBanus. IlepBble onycanusa 60ne3HM MOSBUNUCH
B 1788 1. VI TonbKO B IOCHIEqHIE NeCATh €T HOSIBUIOCH
MMOHMMAaHIE ee TeHEeTUYECKON U IMaTOTeHEeTUYEeCKON
ocHOB. HecoBepiieHnHslit octeorenes (6-7:100 000) Ba-
pBUpYeTCs B 3aBUCUMMOCTHI OT TuIa 3aboneBanus. Tak,
tunbl [ 1 IV HecoBepIllleHHOTO OCTeoreHe3a COCTABIIA-
IOT ITOYTH [TO/IOBUHY BCeX Caydaes 6onesHn. leHaepHble
MIPEANIOYTEH NS He BBIAB/IEHBI [9].

Cunopom Cmuxnepa — HacleACTBEHHOe 3a00/IeBaHIe CO-
eIMHUTEIbHOI TKaHU, KOTOpOe IMPUHAAIEKUT K IPyIIe
KosmareHonaTtuii. Ero BiepBble onmcan aMepuKaHCKUI
Bpau [.b. Ctukiep (G. B. Stickler) 8 1965 1. [8, 9]. lanHas
MATONOTMA XapaKTePU3YeTCsA YePENHO-TNLEBBIMU aHO-
Ma/VAMU, TTTa3HBIMM IIaTOJIOTVISIMY, JIeTeHepaTUBHBIMUI
3a00/IeBaHNSIMM CYCTABOB M HapylleHMeM ciayxa. 3abo-
JleBaHMe CUMTaeTCs pefKuM. JacToTa BCTpedaeMOCTHU
B MUP€ COCTAB/IAET OfiuH caydan Ha 7500-10 000 yeno-
BeK, B Poccun He ycTaHOBIIEHa.

Bce nuddepeHnnpoBaHHbIe CUHAPOMBI aCCOLIUMPYIOT-
Cs1 C BBICOKVIM TIPOLIEHTOM IIaTONIOTHII B 3Y00UYeNTI0CTHOI!
cucteme. Ho cnefyer oTMeTUTD, 4TO TaKkye MaTOMIOTMYe-
CKIe U3MEeHEeHM s XapaKTepHBI I KaXIOTO U3 Iepedn-
CJIEHHBIX CUHIPOMOB. VIM CBOJICTBEHHDI OIpefie/IeHHbIe
CTOMATOJIOTMYeCKYe TIPOsABICHNU .

Hesponorua u ncuxmatpus

KNMHNUeCkaa npakTika

HemnddepenunpoBanHas fUCIUIa3uA COAMHUTENIbHON

tkaunu (HJJCT) BcTpedaeTcst 3HAUNTENbHO Yallle U He

UMeeT 4eTKO O4epYeHHON KIMHUYIECKON KapTUHEI, OT-

MYaeTCsl TOMMMOPGU3MOM MM MHOTOOOpasyeM Kin-

HIYEeCKUX CMITOMOB VI CMH/IPOMOB.

HJICT - reHeTI4ecKM eTepMVMHIPOBAHHbBIE COCTOSHIIA,

XapakTepusyonyecs fedekTaMyl BOTOKHUCTBIX CTPYKTYP

U OCHOBHOTO BellleCTBa COeIVMHUTENbHO TKaHM, IPUBO-

AsIye K HapyieHno GopMooOpa3soBaHusI OPraHOB U CH-

CTeM, MMeIolIyie IPOrpeieHTHOe TedeHNe, OIpefeio-

Iyie 0COOEHHOCTY aCcCOLMMPOBAHHO ITATOIOTHN, A TAKXKe

(apMaKOKMHETUKY U (papMaKOFMHAMMKY IeKapCTBEHHBIX

cpenct. HIICT - He KOHKpeTHasl HO30/IOTMYeCKasi eVIHM-

113, a TeHeTUYEeCKM TeTeporeHHas IPYIIa, KOMIUIEKC MHO-

ro()aKTOPHBIX 3a00/IeBAHMIL, TATOTEHETUYECKYI0 OCHOBY

KOTOPBIX COCTABILIIOT UHAVBUYaIbHbIe OCOOEHHOCTH Te-

HoMa. KimHndeckas MaHudecTanys IpoBoLypyeTcs feii-

CTBMEM IIOBPEX/IAIOIINX YCIOBUII BHEIIHEl cpefibl (BHY-

TpuyTpoOHbIe (akTOpBI, muiieBoi Aepunut). OgHaKo

B K/IMHMYECKOI IIPAKTUKE Bpaveil BCeX CIIelaJTbHOCTEN

komryecTso nanuenToB ¢ HICT exerogHo ysemnumsa-

ercs. IIpuanMHaMy MOTYT OBITH SKONOIMA, SKCTPAKOPIIO-
pajsbHOE OIIOOTBOPEHME, BBIHAINBAEMOCTD, BLDKIBA-
€MOCTb, BBIXQ)KIBAE€MOCTb B pa3HbIe IIePMONDI Pa3BUTHA
metelt. 3aboneBaHye MHOTO(GAKTOPHOE, Jallle CBA3aHHOE

C aHOMaJIMell KoJTareHa VI IPYTUX OeKOB COenVHTE Ib-

HOJI TKaHu (3macTyHa, pubpuMHa, KonnareHosa). B cun-

Te3e 27 TUIIOB KOJUIAr€Ha IIPMHMMAIOT y4acTue 42 reHa,

B 23 113 HIX OITCaHO cBbiire 1300 MyTaumit. Pasnoobpasue

MYTaIVi 1 MX (PeHOTUINYECKUX IPOSABIICHNI YCIOKHSAET

myarHocTrKy. C y4eToM IIMPOKON IPEICTaBIEHHOCTH COe-

AVHUTENbHOI TKAaHU B OpTaHM3Me JaHHAsA IPYIIIIa Hapyllle-

HUIT HEPEOKO OCIOKHSET TedeHe 3a00/IeBaHmiT OPraHOB

u cricteM. Hanboree yacTole 13 HUX — TMIIEPMOOUIBHOCTD,

acTeHNYecKas KOHCTUTYLMA (mebenyHast 1mes), Ipupoc-

IMe MOYKM yurell (OCHOBHOU Au3paduyecKuii CTaTyc).

B nporiecc BoB/ieKaoTCA:

= HepBHas CUCTeMa (CMHPOM pacCTpPOIICTBA BereTa-
TUBHOJM HEPBHOM CUCTEMBI, CMHAPOM ICUXNYECKUX
PpacCTpOVICTB M PacCTPONCTBA IOBENEHNA, ACTEHM-
4ecKMil CUHAPOM, CHHJPOM IMOpaXeHUs Iepudepn-
4eCKOJl HepBHOJ CHUCTeMBbl (AMCIIIACcTMYeCKas IOTMN-
HeBpOHaTus));

= ONOpPHO-IBUIATeNbHaA cUcTeMa  (Topakopmadpar-
MaJIbHbII CUHJIPOM, BEPTeOPOTeHHBII CUHAPOM, CUH-
IPOM TUIIepMOOMIBHOCTU CYCTaBOB, CMH/[POM IIaTo-
JIOTUY CTOIIbI, CUH/IPOM OCTEOIATIN);

" CepHevyHO-COCYAMCTasd cucTeMa (CHHAPOM TOPaKo-
AvadparMaabHOrO CepALa, CUHAPOM OOMEHHBIX Ha-
PyWEeHNiI B MUOKAP/e, KIAIIaHHbI ¥ apUTMUYECKUIA
CMHJIDOMBI, CUHJPOM CHHKONA/JbHBIX COCTOSHMIA,
CMHJIPOM BHE3aITHOJ CMePTHU, COCYAUCTDIN CMHAPOM,
CUHJPOM XPOHMYECKOV apTepUanbHON TUIIOTOHUM,
CHMHJIPOM apTepualbHOl TUIIEPTOHUM U [ip.).

PactipoctpanenHocts HIICT coctasnser 1:5 u 3aBucur

OT OT/Ie/IbHBIX BHEIIHUX ITPOSIBIIEHNIT AUCMOpdOreHesa.

YacroTa BcTpeuaemoct HIJCT B Poccun Bapoupyer-

¢ 0T 6-8 Mo 26-86% B pa3MM4YHBIX BO3PACTHBIX TPYII-

max [8, 16, 17]. Kputudeckum nepuopsom IposIBIEHNI

HJICT cunraetcst mogpoCTKOBBIIT BO3PACT, KOTZia 06'beM
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COENVHNUTEIbHON TKaHM YBEIMYMBAETCA IIPOMOPLNO-
Ha/IbHO POCTY M PasBUTMIO OpPraHM3Ma J IPOUCXOIUT
aKTMBHAasg FOPMOHaJIbHasA IepecTpolika. Kak mpasuino,
y 6ombuinHcTBa nanyenTos ¢ HICT B Bo3pacTe crapiie
35 /1eT OCHOBHYIO IIPOO/IEMY IIPEICTABIIAIOT OCIOXKHE-
HIUA KIMHUYECKNX CMHPOMOB, OIpefesIouyie HBa-
JIMHOCTD NALMEHTOB U JIeTa/IbHbIE IIOTEPY B IPYIIIIE.

Knaccudpukauma HACT

Ennuoit knaccuduxanum 3a60/1eBaHUS WM COCTOSHIS
He CYILIeCTBYeT. B mpaxTuyeckoii pabore 1ienecoo6pas-
HO JCIIO/Ib30BaTh MEXAYHAPOLHYIO KIacCUPUKALNIO
6onesHeit 10-ro mepecMoTpa, Knaccuduxayio Hpio-
Vopkckoit acconnauny Kapanonoros (c BblieneHneM
B HO30/IOTMYECKYI0 (POPMY COe[UHUTETBHOTKAHHOI
RUCIUIA3UM CEPALIA), a TAK)Ke KaTaJIorOM T'eHOB U TeHe-
TUYeCKUX HapyuieHnit yenoeka (Mendelian Inheritance
in Man) [18, 19].

HICT auarHOCTUPYIOT B TeX CIyvasx, Korga Habop de-
HOTUIINYECKVX IPU3HAKOB He YKIAJbIBAETCS HI B OfVH
u3 pudepeHIPOBaHHBIX CMHAPOMOB. B kauecTBe npnm-
YMHBI PACCMaTPMBAIOT MHOTO(AKTOPHOE BO3ZENCTBIE
Ha IO, BO BpeMs BHYTPUYTPOOHOTO Pa3BUTHS, CIIO-
coOHOe BbI3BaTh fe(heKThI FeHeTHIeCKOro ammnapata. Ka-
neHpapsb GOPMUPOBAHYIS KIMHNIECKUX CUHIPOMOB [P
HJCT npencrasies B Tabnuiie.

OpHMMM U3 OCHOBHBIX (PEHOTUMIMYECKMX MPM3HAKOB
SBJIAIOTCS. KOHCTYLMOHA/IbHbIE OCOOGHHOCTH: aCTeHM-
YeCKOe TEOCTIOXKeHe, HeUIIMT MaCcChl Te/ld, aHOMAJINI

PpasBUTHUA NUIEBOTO Yepena U CKelneTa, KOHEYHOCTE,
BKJIIOYas KuGOCKonmos, feopMannio rpyaHoOI KieT-
KI, TUIIEPMOOMIBHOCTD CYCTaBOB, IMIIEPNAaCTUYHOCTD
KO>XXH, IITIOCKOCTONME. DTO CIY>KUT OCHOBOIA [/ pasBu-
THsI MHOTOOOPA3HOI CUMIITOMATHUKI CO CTOPOHBI I[eHT-
Ppa/bHOI U BETeTaTUBHOI HepBHOI cucTeM. Peub, B yacT-
HOCTM, YJIeT 0 BepTeOp06asULIPHOI HEOCTATOYHOCTH
Ha QOHe HeCTaOWIBHOCTY VU JUCIIIA3UY LIEeHOTO
OTfena MO3BOHOYHMKA, IOBEHMIPHOM OCTEOXOH/IPO3e,
BHYTPUYEPEITHONM IMIIEPTEeH3UM, IIEPBUYHON TOTIOBHOM
6omu (MurpeHosHas jedairus, MUTPEHO3HAsI TOJIOB-
Hasi 607Ib, TOJIOBHAsA 6O/Ib HANIPSDKEHMS C BOBJIEYEHVIEM
NepUKPaHMaNbHBIX MBIIIL, a TaKXXe BTOPUYHAsA TO/NOB-
Hast 607b B paMKax KpaHMOMaHAMOYIAPHOI AUCPYHK-
LMY C BOBJIEYEHNEM JKeBATE/TbHBIX, MYMUYECKIX MBIIII]
Y MBI IIIeY C HapylleHueM uX GYHKIMU O TUITY I'U-
HepTOHYCA VIY TUIIOTOHYCA), HapYIIeHUM TePMOPeryIi-
LM, BET€TATUBHBIX PACCTPOIICTB KaK II€PMAaHEHTHOTO,
TaK ¥ IapOKCU3MaIbHOTO XapaKTepa, HapylIeHUAX IIe-
pudepndeckoir HEpBHOM CHCTEMBI.

Y nanueHTOB Iy6epTaTHOrO BO3pacTa IPOUCXOAUT
TpaHcopManya CUMIITOMOB, OCHOBHBIMM OpraHaMMU-
MMUIIEHSAMY CTaHOBATCS OIOPHO-JABUTaTeIbHasA, 3y60-
Je/II0CTHAs, HepBHAsA CUCTEMBI U CUCTEMa OPTaHOB 3pe-
Hus (21, 22].

B psape cmyyaeB aHOMamMu 3y604eTIIOCTHON CUCTEMBI I10-
MMMO HapyIIeHUsA SCTeTUYECKOil QYHKIUY NULa Ipu-
BOJSAT K Cepbe3HbIM (PYHKIIOHATbHBIM HapYIIEHUAM,
TaKMM KaK HapyLIeHMs peyy, OTKYChIBaHM M pa3yKeBbl-

Kanenoapv gpopmuposanus knunuveckux cunopomos npu HICT

PaccrpoiicTBa BereTaTMBHOI HEPBHON CUCTEMbI

ScTeTrYeCKIe HAPYILEeHNsI B YeTIOCTHO-IMLIEBOI
o6mactyt (KOCMEeTIYIeCKMIT CHIPOM)

AcTeHNYeCcKIiI CUHAPOM

CHHIPOM XpOHIYECKOIT apTepUaIbHOI IUIOTOHNN

CuHEpOM apTepyanbHOi ITMIEPTOHNN

INcnxmyeckue paccTpoOIICTBA M PACCTPONICTBA MOBEIEHNA

CI/IHJIPOM I‘I/IHepMO6I/ITIbHOCTI/I CyCTaBOB

CI/IH}IpOM OCTEOIIaTUM

CI/IHJIPOM I[I/ICHJ'IaCTI/I‘IeCKOVI HOHI/IHCIZPOHaTI/II/I

BepTe6poreHHblit CMHAPOM

CDopMMpyeTc,q OJTHVIM 13 IIEPBBIX B paHHEM JETCKOM BO3pacTe

B paHHeM [1eTCKOM BO3pacTe, MAKCMMa/IbHO — B IIOAPOCTKOBOM
nepuoye

B JOLIKO/IbHOM BO3pacTe, 0COBEHHO SPKO B IIIKO/IbHOM, IIOJPOCTKOBOM
1 MOJIOZIOM BO3pacTe

‘lame B IIOJPOCTKOBOM BO3pacTe. Hepem(o accoumpoBaH
C aCTEHNMYIECKVIM CT HIPOMOM 1 paCCTpOVICTBaMI/I BEreTaTUBHOM HepBHOﬁ

CUCTEMBI

‘-Ia].ue accouMyMpoBaH C BepT€6pOI‘€HHbIM, COCYIVICTBIM CHIpOMaMM,
CMHAPOMOM ITaTOIOT NN MO‘{eBbIJIeHI/ITelII)HOIZ CUCTEMBI

‘-Ia].ue B IIOAPOCTKOBOM U MOJIOJOM BO3pacTe

B Bo3pacre 13-14 nieT, k 25-30 rogam pacIpoCTpaHEHHOCTh
CHIDKaeTcs B 3-5 pas

B MomofoM BospacTe, OTHOBPeMEHHO ¢ GOpMUPOBaHUEM TUIIOTPOdUN,
TUIIEPMOOVIIBHOTO CYHAPOMa

B MO/I040M BO3pacTe

PasBuBaeTCcA Hapa/UIeNIbHO C TOpakopyadparMaabHbIM CHPOMOM
¥ CIH[POMOM TMIIEpMOGIIIbHOCTIL CYCTaBOB
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BaHVSI NN, (PYHKLNY MUMUYECKIIX, )KEBATE/TbHBIX, IIe-
pekpaHnanbHbIX Mbi. Kak ciefcrene — popmMmupoBanue
PasHOO6pa3HbBIX GOMEBBIX CUH/IPOMOB C BOB/IEYEHUEM BY-
COYHO-HIDKHEUeMCTHhIX cycTaBos (BHUC), BropmyHbIx
60/IeBBIX CHHPOMOB B paMKax KpaHIOMaHAUOY/ISIPHOIL
mucyskym [22]. ITpy 9TOM HapyLIaeTcs SMOLMOHAIb-
Has M COIMa/IbHAsA aflalTanus pebeHKa, ITOpOCTKa, B3pO-
CTIOTO Ye/loBeKa B IielIoM K BHelHel1 cpefie. [Tpy Hamanm
HOJOOHBIX MPOSBIEHNI KIMHUIMCTBI CTATKUBAIOTCS
C psAfoM 06'beKTUBHBIX TPyAHOCTeIL. TpyFHOCTHU B fUarHO-
cruxe HIICT o6ycnoBeHs! MnpoKoit BapraberbHOCTbIO
HepeXOHbIX (OPM 1 MX O/IM30CTHIO K BapMaHTaM HOPMBI,
HEYeTKOI ¥ MONMMOPQHOI KIMHIYECKOH CUMIITOMATH-
KOJ1, BO3PACTHBIMM OCOOEHHOCTAMU HPOSIBIEHNA Psfia
CUMIITOMOB, CXOXKECTbIO (PEHOTUITNYECKUX MPU3HAKOB
KIaccuUIVIpyeMBIX U HeKnaccuuuypyemsix 30 coe-
IVHUTETbHOTKAHHBIX IVCIUIA3MIA, @ TAK)Ke CIOXKHOCTDIO
U 3aTPATHOCTBIO MOJIEKY/IAPHO-TeHeTUYECKUX U J1abopa-
TOPHBIX UCCIENOBaHMIt [2, 22-24].

ITo pannpIM UTEpaTyphl, y nmanuentos ¢ HICT B ve-
JIIOCTHO-JIMLIEBOJ 00/IACTY AMArHOCTUPYETCS MaTONOTVS
IapOJIOHTA PA3IMYHON MHTEHCUBHOCTHU: OCTIOKHEHHBIe
¢dbopMbl Kapueca 3y60B, HeKapMO3HbIe IIOpaXKeHus (Tu-
IOM/Ia3us 3Majau, HeCOBEPUIEHHDI aMeNloreHes, Kiu-
HOBU/HbIE ieDeKThI) U MATONOrMYecKasi CTUPAEMOCTh
3y00B, TPEMBI, ONMUTOAEHTYA, MMKPOJEHTVIA, HETPaBIUIb-
HOe IPUKpeIIeHne MATKMX TKaHell K KOCTHOMY CKeTIeTY,
HapagyHKIMY )KeBaTe/TbHBIX MBIIIIL], HapYIIeHIe OKKIIIO-
3MOHHBIX COOTHOIIEHNIT 3YOHBIX PANOB, 3aTPYSHEHHOE
IIpope3bIBaHIe Y PeTeHIVIN TPEThUX MOJLIPOB, AUCPYHK-
uyu BHYC [25-29]. IucnmacTuko3aBuCUMbIe U3MeEHe-
Hust BHUC, 06ycnoBieHHbIe TeHETUYECKN JeTepMUHNU-
poBaHHBIMI MOPGODYHKIMOHATBHBIMY HAPYIIEHUSIMU
$bopMUPOBaHUA COENMHNTENBHOI I KOCTHO-XPSILEBOIT
TKaHY, COIPOBOX/AIOTCS BO3HMKHOBEHNEM CIIEYIOIINX
cuMIToMoB: 6onesHeHHOCTh B BHUC, 3anmoxeHHOCTD
yXa, YyBCTBO CTATMBAHMA U YCTA/IOCTH B 06/1aCTH >KeBa-
Te/IbHOI MYCKY/IaTyPhl, XPYCT, lljeIKaHbe, Tpeck B BHUC
IpY ABIDKEHVAX HIDKHEI 4eliocT, 60/Ie3HeHHOe orpa-
HIYEHHOE U 3aTPyAHEHHOe OTKpbIBaHMe (3aKpbIBaHUe)
pTa, orpaHMYeHHasA NOABVIKHOCTb HIDKHEN YemoCcTH,
CMellleHNe B CTOPOHY HIDKHeN YelIoCTU MIPY OTKpbIBa-
HUM PTa, HapyllIeHue KOOPANHALIMY U ITTABHOCTH JBVKe-
HUJI MeX]y CyCTaBHBIM IMCKOM M CYCTaBHOM I'OJIOBKO
[30-34]. B pesynbraTe poTOBOrO 1 CMELIAHHOTO TUIIA JIbI-
XaHMA € JIOKaIM3alyell A3bIKa B HIDKHEM OTJieIe POTOBOM
HOJIOCTH, M3MEHEHMsI CO CTOPOHBI CTOMATOJIOTMYECKOTO
craryca y maruentos ¢ HIICT Habmiofatotcs fucTanpHoe
(3apHee) MOMOXEHME HVDKHEN 4emocTH, fedopMans
BepxHell 4emocTy (TPOTPY3Ns BEPXHUX Pe3IiOB, Cy>KeHNe
3yOHBIX YT), YI/IMHEeHNe 3yOHBIX PSAIOB BO GPOHTATIBHOM
OTHesIe, «apKOBUAHOE» (ToTHYecKoe) He6o, Kapro3HbIe
HOPa>KEHNsI TIepefHell TPYIIbL 3y60B, BOCIAIUTENbHbIE
3aboreBanys ry6 u mapopgoHTa [35-39]. Y maumeHTOB
¢ npusHakamy HIICT cpeny mpu4mH HapyLIeHNs CMBbI-
KaHUA Ty6 (Pa3OMKHYTOCTb, IOJTHOE HeIIPaBUIbHOE I He-
HOJIHOE CMbIKaHVe) BBIIE/AI0T POTOBOI TUIT AbIXAHIUS,
KOPOTKYIO Y3[le4UKy BepXHell IyObl, CHIDKEHME TOHYCa M.
orbicularisoris, sybouemoctabre anomamn [40, 41]. duc-
¢arusa y nanyentos ¢ HICT B coyeranun ¢ MHGaHTUID-

Hesponorua u ncuxmatpus

KNMHKUeCKaa npakT

Puc. 1. /Tuyo adenoudHozo muna

Puc. 2. Tomuueckoe He60

Puc. 3. Cazzumanvnas wienv
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Puc. 4. Annapam Knammma

Puc. 5. IIpupocuiue mouxu yuieii

HBIM TUIIOM IJIOTaHMs, @ TAKOKe fleeKT 3BYKOIIPOU3HOIIe-
HyA (AMCIanuA) Ipy IeJIOCTHO MHHEPBAIMY PE4eBOro
anIapara ¥ HOPMajbHOM CIyX€ — C/Ie[CTBUE MEXaHU-
4eCKOI1 Aucmanmy, 00yC/IoB/IeHHO aHOMAIUAMY YeIlio-
creit (npukyca), 3yboB (onvropenTyst), Heba (paciernm-
Ha), A3bIKa (KOpoTKas ysnedka). [Ipu sToM y manmeHTOB
¢ QYHKIMOHAILHON AMCIIIa3Kell HApYIIeHNA B CTPOECHIN
apTUKYIIALMOHHOTO allllapaTa OTCYTCTBYIOT [42-45].

Knunnyeckuin cnyvait

B KIMHMKY 0OpaTMINCh POAUTENN BOCBMUIETHETO
MaJIb4MKa ¢ >)Kajmobami Ha cocaHue pe6eHKOM 60/IbLIOro
HajIblia PYKM, HECOOTBETCTBYE BEPXHUX M HIDKHUX de-
mocreit, GoneTndeckue ocobenHoctu. Pe6eHOK akTuB-
HbIX )Ka7100 He IpeybsABIAL

O6DbeKTUBHO: pe6eHOK aCTeHNYeCKOI KOHCTUTYLIUN, He-
KOTOpOe HECOOTBETCTBIE BO3PACTY — 3IeMEHTHI MH(aH-
TUIBHOTO moBefeHns1. OTMedannuch 0Co6eHHOCTH Ipu
KOHTAaKTe C HOKTOPOM (HEOXOTHO BCTYIIA] B KOHTAKT,
IUIOXO apTUKYINPOBAT, OFHOCTIOXKHO OTBeYanl Ha BO-
IIPOCBI).

CTOMaTONIOTMYeCKMIT CTATyC: KOKHBbIE IOKPOBBI O71efi-
Hble. Cusncrast 6/1efHO-PO30BOTO LIBETA, YMEPEHHO
YBIOKHEHa, C yYaCTKAaMJ TMHIVIBUTA B 00/1aCTV BEPXHMX
¢dpoHTanbHBIX 3y00B. B yronkax ry6 Tpodudeckme Hapy-

Puc. 6. Mouepuposannvliii naney,

meHyA. JINIo y3Kkoe, CMUMMETPUYHOE, aJleHOUTHOTO THUIIA
(puc. 1). 3aTpyaHeHHOe HOCOBOE IbIxaHMe. PoToBOE HbI-
xaHue. BepxHUIl 1 HIDKHUIT 3yOHbIE PAXBI U YETIOCT-
HBIe KOCTV Pe3KO CY>KEeHBI, ToTu4eckoe Hé6o (puc. 2).
MaxkpopenTust Bcex 3y6oB. CarruranbHast 1enb 6omee
10 MM (puc. 3) IlanmenT B nepuoge cMeHbI 3y60B. Coca-
Hie OONBIINX Ma/IblieB IPABOIL U NeBOlt pyKu. [Jucranb-
Hasl OKK/IIO3MsI C Pe3KUM CY>KeHIeM BePXHUX U HIDKHUX
3y6HBIX PsIOB (CMBIKAHIE IEPBBIX MO/LSIPOB 1 K/IBIKOB
no II kmaccy Angl). Ilpu rnmotranum: nmpokaajbIBaHyue
sA3bIKa MeXY 3y6aMu (MH(aHTVUIBHBI THUII IIOTAHUA)
JledeHue: pacmIMpeHMe BEPXHETO U HIDKHETOo 3yOHBIX
PSIOB, yCTpaHeHNe NUCTAIbHON OKK/II3WM, JedeHue
CMU3NUCTON 060M0YKM (TMHTUBUT), HOPMAann3amnus
¢dhopMbl, pa3aMepoB 3YOHBIX PSAOB U OKK/IIO3MM, PETEH-
LVIOHHBIII Tepyofi. PekoMeH/J0BaHO 1 MPOBEJIEHO JIede-
Hiue Ha anmapate Kmammra (puc. 4).

HeBponorudecknit craryc: acTeHMYecKas KOHCTUTY-
Lusl, 97eMeHThl fuspadukyca (Opupociine MOYIKN
yureit (puc. 5), cumnToMm XBOCTeka, 2-3-5 CTeIeHb,
B3[paruBaHue MpY ONpefeNeHUN HafOPOBHOTO ped-
JIeKCa, CYXOKMIbHBIE PedIeKChI C PYK ¥ HOT BBICOKHE
6e3 MAaTOIOrMYeCKNX 3HAKOB, oOpalaeT Ha cebs1 BHM-
MaHIe TUIepMOOUIBHOCTD CYCTaBOB, OOMBIIOIN TTaser]
IpaBoil pyKu Mouepuposan (puc. 6). [Ipu mampnanyn

JddekTuBHaA hapmaroTepanua. 24/2023



JKeBaTebHbIX, MUMIYECKNX, IepMKPAHNATbHDIX MbIIII]
eM, HaAIUIeYNil — MBIIIEYHO-TOHMYECKNI CHHPOM
C MHO)XECTBEHHBIMY MMO}acuMaTbHbIMU BKITIOUEHN -
M. ledpeKT rpyaHOI KIeTKU B 06/1aCTV TPYANHBI (TTOCTIe
Ollepall'OHHOTO BMeNIaTe/IbCTBa B Bo3pacTe 1-1,5 ropa).
Jleyenwe: fuera, 6oraTasd MUKpOSTeMEHTaMy, BUTAMUH-
HO-MJHEPa/IbHBIN KOMIUIEKC. PeKOMEHIOBaHO KypcoBoe
HasHauyeHMe ButamMuHoB D, E, C, B¢ B 1e4e6HbBIX 032X,
IIpeNaparoB OHEHACDIIIEHHBIX )KUPHbIX KUCTIOT, Kayus,
KaJIbLyis, MarHus, afeHocuHTpudocdara, pubokcuna. Te-
pamys 3aBMCUT OT IATOJIOTMYECKMX M3MEHEHU CICTeM
OPraHOB M UX KIMHIYECKUX NposiBieHnit. [IporHos 6maro-
IPUATHBIN, C BO3SPACTOM IIPOSABJIEHNS MOTYT YMEHDIIATHCA.

Nuteparypa

KNMHNUeCkaa npakTika

3aknioueHue

Mauentsl ¢ HICT momKHBI HAXOMUTHCS 0T, Haboe-
HJeM Bpaua-croMarojsora. I1py BeleHnM Takmx maryeH-
TOB CJ/IefyeT 0OpaliaTh BHIMaHIE He TONbKO Ha I1aTojIo-
IMIO YeTI0CTHO-IUIEBOI 00/1aCTy, HO M Ha CUCTEMHbIE
V3MEHEeHN, a TAaKXKe IPUBJIEKaTh K JUAaTHOCTIKE CMEX-
HBIX CIEIMANNCTOB IJIsI KOMIIZIEKCHOTO 06C/IenoBaHms
U JIeYeHMS C MCIOIb30BaHMEM MEXIVICIUIIIMHAPHOTO
nopxopa. LlerecoobpasHo coBMecTHOe HabIIOfEHME He-
BpOJIOTra, MefuaTpa, opronena. Pekomenayiorcs nede6-
Hasl QUSKY/IbTYpa, MacCaXX, MaHya/IbHas Tepallus, BUTa-
MIJHHO-MVHepa/IbHbIe ¥ aMIHOKJCIOTHBIE KOMILICKCHI,
Tpodudeckas Tepanmus.
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In recent years, patients with dental anomalies with undifferentiated connective tissue dysplasia have been
increasingly found in the clinic
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