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CoenunurensHas TkaHb (CT) cocraBuser 1o 50% Macchl Tena denoBeka, HHTEIPUPYET OPraHbl U TKaHH, BBI-
MOJIHSCT IUIACTUYECKYI0, MOP(POTCHETUYECKYI0, TPOYUUECKYIO, OTIOPHO-MEXaHHYECKYI0, 3aIIUTHYI0 (DYHKIIMH. 3HA-
YHTENIbHAs YacTh OOJIE3HEH COCIMHUTEIBHOM TKaH| OTHOCHTCS K KJIacCy JUCIUIa3uid. 3abosieBaHne, XapaKkTepu3yro-
ieecs: HapyIICHUEM CTPOSHHUS 1 MeTaboIIH3Ma COeIMHUTEILHOH TKAaHH MHOTOIIPUYMHHON IPHPOABL, H3BECTHOE KaK
nucruiasus coequuutensHoi Tkanu (JICT), sBiasiercst OAHUM M3 aKTyalbHBIX HampasieHud MenunuHe. Ha ceron-
HAIIHUA JIeHb He cymiecTByeT eanHoi Tepmunonoruu JICT, obmenpunsToii knaccudukanuy, yHHPUIMPOBAHHBIX
KpHTepUeB IUarHOCTHKY U JIedeHus. B mocneqnue necsrunerus Bozpoc uaTepec k npodieme [JCT. OteuecTBenHbIe
yUEHBIC U KIMHHULHCTHI ABIIAIOTCS JUAEPAMU B HCCICIOBAaHUM HTOH MaTosoru. OTKPBIBAIOTCS MIUPOKUE BO3MOXK-
HoctH n3ydenus JICT Ha reHHOM ypOBHE, ONpPEAEIeHbl CTPYKTYpa U JIOKAJIU3alMsl FT€HOB, OTBEYAIOLIMX 34 CUHTE3
pasmmunblx aneMentoB CT. IIpogomkatores noucku 6noxumudeckux MapkepoB. JICT sBisteTcst GOHOM IS IPYTux
3a00JICBaHUM, U3MEHSS TEUCHUE MOCIEAHUX ¢ TeHaeHuen K xpoHuzauuu. JICT gBusercss MeXAUCUUITMHAPHON
po0OJIeMOi, KOTOpasi OXBAaTbIBAET MHTEPECHI MEJUATPOB, OPTOIEIOB, PEBMATOJIOIOB, KapAHOIOrOB, HEBPOJIOIOB,
KIMHUYECKHUX TeHETHKOB U MHOTHX APYTHX CHEHHAINCTOB.
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The Connective tissue (CT) makes up to 50% of body weight, integrates organs and tissues, carries out plastic,
morphogenetic, trophic, supporting and mechanical, protective functions. A considerable part of connective tissue
diseases belongs to the class of dysplasia. The disease which is characterized by disturbance of a structure and
metabolism of connective tissue of the multicausal nature is known as connective tissue dysplasia(CTD). It is one
of the urgent problems of medicine. Today there is no uniform terminology of CTD, common classification, the
unified criteria of diagnostics and treatment. In the last decades the interest in CTD problem has increased. Russian
scientists and clinical physicians are leaders in investigation research of this pathology. Ample opportunities of
studying CTD at gene level exist, the structure and localization of the genes which are responsible for synthesis of
various elements of CT are defined. Search of biochemical markers is being continued. CTD is a background for
other diseases, changing their course with a tendency to chronization. CTD is a cross-disciplinary problem which
covers the interests of pediatricians, orthopedists, rheumatologists, cardiologists, neurologists, clinical geneticists

and many other experts.
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CoenunutenpHas TkaHb (CT), cocraBnser
1o 50% macce Tena yenoBeka. OHa oOpa3oBaHa
OCHOBHBIM MEXKKJIETOUHBIM BEIIECTBOM (0O0JIb-
masi 4acTb), BOJOKHHUCTBIMU CTPYKTYpaMu U
KJIETOUHBIMHU dIeMeHTaMu. Pudpo01acTsl U UX
Pa3HOBHIHOCTH (KepaTroOi1acThl, 0CTEOOIACTHI,
XOHIPOOJIACTRI) CHHTE3UPYIOT PETHUKYIISIPHBIC
BOJIOKHA, KOJUIAreH, MPOTEOTIINKAHBI M TIINKO-
MIPOTEHIBI OCHOBHOTO BEIIECTBa, PETYIUPYIOT
ux crabunbHOCTh. TyuHble KIIETKH (J1a0pouu-
ThI) YY4aCTBYIOT B H(MMYHHOM OTBETE M MeTa00-
JIM3Me KOJUIareHa, BIMSIOT Ha CBEPTHIBAEMOCTh
KPOBH U OOMEH KHMPOB, PETYIUPYIOT MPOHU-
[1aeMOCTh OCHOBHOTO BemiecTBa. Makpodaru
KOHTPOJIMPYIOT UMMYHHBIE U BOCIIATUTEIHHBIE
peaKknuy, BBIIOMHSIOT O0aphepHYIO (YHKIIHIO.
['maBHEIH CTPYKTYpHBIH OSIIOK — KOJUTareH ooe-
cneunBaetcst npoyHocts CT, ee pUrHAHOCTS,
a DIACTMH ONpeAeNnseT pacTsKuMocTb. Oc-
HOBHOE BEI[ECTBO COEAMHUTEIBHON TKaHU CO-

CTOUT W3 MPOTEOITTMKAHOB, TIIMKOIIPOTEHJIOB,
MUHEpaJIbHBIX BEHICCTB — COJICH KalbLUsd, Ka-
nus, maruus, Hatpus [9]. CT Bxomut B cocTaB
KOXKHBIX TIOKPOBOB, CBSI30K, CYXOXKWJIHH, Xpsi-
e, hopMHUpyeT CTPOMY OpPraHOB M CO3/1aeT
BHYTPEHHIOIO CpEIy OpTaHW3Ma, BBITIOIHSCT
TPOPUIECKYIO, METaOOIMUECKyr0, Mopdore-
HETHUYECKYIO, OITOPHO-MEXaHUIECKYI0, 3aIllHT-
HYI0, TUTACTHYECKYIO (PYHKIIUN U WHTETPHPYET
B €IMHOE 1LIEJIOC PA3JIMYHbIC OPTaHbl U TKAHU.
3HauKTeIbHAS YacTh OOJIE3HEH COEIMHU-
TENbHOM TKAaHM OTHOCHUTCS K KJIacCy TUCILIA-
3uii [2]. 3aborneBaHue, XapaKTePHU3YIOIICEeCs
HapyIIeHUEM CTPOCHUS W METabdoIuM3Ma CoO-
eIMHUTENIEHOW TKaHW TTOJINT€HHOMHOTO(aKTO-
pHaNBHON TIPUPOBI, M3BecTHOE B Poccnn kak
quctuiasus  coeauHuTenbHOR Tkanm (JICT),
SIBJISICTCSL OJIHMM U3 aKTyallbHBIX HaIlpaBJie-
Hui ns usydeHus: B meaunune. Tepmun ACT
BBezieH P. Beighton B 1988 1. B Poccun Ha koH-
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(epennuu B . OMmcke [5]. Jucrmiasus coenu-
HUTEJLHOW TKaHW — 3TO HAPYIICHUE Pa3BUTHUS
COCIMHUTEIbHON TKaHUH B dMOPHOHAJIBLHOM U
ITOCTHATATHHOM TepHoJax, TeHETHYECKH Je-
TEPMUHUPOBAHHOE COCTOSIHHE, XapaKTepHU3y-
foreecs: ne(eKkraMi BOJIOKHUCTBIX CTPYKTYP
Y OCHOBHOTO BEIIECTBA COCAMHHUTEIBHON TKa-
HU, TIPUBOJAIICE K PACCTPOMCTBY TOMEOCTa3a
Ha TKaHEBOM, OPraHHOM W OPraHU3MEHHOM
YPOBHSIX B BHJE paziM4yHbIX MOpGhodyHKIHU-
OHAJILHBIX HApYIICHUH BUCIEPAIbHBIX U JIO-
KOMOTOPHBIX OPTaHOB C TPOTPEIUEHTHBIM
teueHueMm [10]. DTo mOBOJILHO pacmpocTpa-
HEHHOE COCTOSIHWE TMPUBOAUT K (OPMHPOBA-
HUIO 3200JIEBaHUI WM CTAHOBUTCS IPUIHHON
VHBAJIMIN3AlUU B OCHOBHOM MOJIOJIBIX TPY/IO-
CIIOCOOHBIX JIIOZIEH, AeTel W MoApocTKoB. B
MOCJICIHAE TOJbI OTMEUEH OOJIBIION MHTEPEC
HCCTIeIOBaTeNIe U KIMHHUIICTOB K TIpoOieMe
JCT Bo BceM mupe. B Poccun aktmBHOE U3-
ydeHue 3Toro 3abosieBaHus Hadanoch oonee 30
JIeT Ha3aj, U ceddyac OTeYeCTBEHHBIC YUYCHBIE
Y Bpauu SIBJSIFOTCS JIMZICPAaMU B UCCIIEIOBAaHUU
910l maronoru. Ha ceromHsmHuil JeHb HE
CYIICCTBYET €IIMHOW TEPMHHOJIOTUU CHUMIITO-
MOKOMIUIEKCa, OOICTIPUHATON Kiaccuduka-
LMK, a TaKKe YHU(DUIUPOBAHHBIX KPUTCPUCB
TUATHOCTHKH W JIEYeHUSA. DTO OOBACHAETCS
MHOT000pa3ueM KIMHHYECKUX (POopM, MyIb-
TU(AKTOPHATEHOW TPUPOAON 3a0oneBaHUS U
HE I03BOJISIET JaTh CTaTUCTHYECKYH) OIICHKY
JACT. TlonuopraHHOCTb M MOJHUCHUCTEMHOCTH
MaTOJIOTUN OOYCJIOBJICHBI, C OJHON CTOPOHBI
muddy3abM pacnionoxenuem CT, a ¢ apyroi
CTOPOHBI TEeM 00CTOSITETECTBOM, UTO TIPEACITb-
HO JONyCTHMBIE CPOKH, KOTAAa BO3/IEUCTBHE
HEOJIaronpusATHOTO (aKkTopa CIIOCOOHO BBI-
3BaTh HApyIIEHHE HOPMAILHOTO MOpQOreHe-
3a, JUIi MHOTHX OPraHOB M CHCTEM YeJIOBEKa
npuMepHo onuHakoBel [6]. CoemuHUTENTBHAS
TKaHb SIBJIICTCS MPOM3BOJHON Me30jepMbl. B
CBOIO Ouepenb Me30JepMa — MPOU3BOAHOE DK-
TofepMbl. B mporecce aMOpuoreHe3a IMEHHO
13 SKTOIEPMBI 00pa3yIOTCS M SHTO- M ME30JIEP-
Ma. DTUM OOBSCHSETCS HAIMYUE y TIAI[ISHTOB
MIPU3HAKOB AKTOJACPMAIBHON M HTOJEpMallb-
HoM mucruiasuu. IlogoOuenid momxox xk JACT
pacumpsieT CIieKTp CUCTEM OPTaHOB, HYXJIak0-
LIUXCS B YTOYHCHUU BOBJICUCHUS B MMATOJIOTH-
YeCKHI mpoIiecc, 1 000CHOBBIBAET HEOOXOIU-
MOCTh THIATEIBHOTO O0CCIOBAHUS HEPBHON
CHCTEMBI, TaKKe 00pa3yIONIyIocs U3 dKTOAep-
MBI. DTO TIO3BOJISIET aKIIEHTUPOBATh BHUMaHUE
Ha JICYUSHUH HE TOJIHKO JIOKATLHBIX CHMIITOMOB,
HO W YCWINTh TEPaIleBTUYECKOE BO3/ICHCTBUE
yepes3 HEPBHYIO cucTtemy [7].
COBepIICHCTBOBAHUE MOJIEKYISIPHO-TCHE-
THYECKUX METOJIOB MCCJICIOBAHUS OTKPBIBACT

mupokue Bo3MoxHocTH Juid usydenus JCT.
MyTanuu TeHOB, KOHTPOJHPYIOIIMX CHHTE3
Pa3IMYHBIX 2JIEMEHTOB COEJMHHUTEIHHON TKa-
HH, CIIOCOOHBI MHIYyLUPOBATh PA3BUTHE IIU-
POKOTO CIIEKTpa MaTOJIOrMYECKUX M3MEHEHHH
B opranusme [9]. Ha monekynsipHoM ypoBHE
BBISIBIISIETCSL  AUcOanmaHc  (epMEHTaTUBHOTO
1 OeJIKOBOro oOMEeHa C TMOBBIIMIEHHOW CeKpe-
LMell WM aKTUBHOCTHIO METaJUIONPOTENHA3,
MOBBIIIIEHHON aKTUBHOCTHIO JIM3MJIOKCH1a3bI
W TPaHCTIIyTaMUHA3bl, OTKJIOHEHUS B pabore
PHK. Hapyiienuss Ha HaHOYpOBHE NPUBOJAT
K aucOajaHcy Makpo- W MHUKPO3JIEMEHTOB.
YcraHOBIEHO, UTO Ae(ULUNT MAarHusl IPUBOAUT
K 3aMEJUIEHHI0O CHHTE3a BCEX CTPYKTYPHBIX
MOJIEKYJI, BKJIIOYasi MPOTEONINKAHBI, ITF0KO3a-
MHHIJIMKaHbI, KomutareH u amactud [2]. ACT
SIBIISICTCS. MEXKIUCIUITMHAPHONW TPOOIEMO,
KOTOpasi OXBAaThIBA€T HWHTEPECHl MEAHATPOB,
OPTOIIEAOB, PEBMATOJIOTOB, KapAHOJIOIOB, HE-
BPOJIOTOB, KIMHUYECKUX I'€HETHKOB M MHOT'MX
JPYTHX CIICLHAIICTOB.

Kak yxe ObUIO BbIIIE CKa3aHO, EAMHOU
obmenpunstoi knaccupukammu ACT mo cux
nop He cymiectByeT. [lo mociaeqHuM JaHHBIM
C YYETOM TEHETHYECKOro Je(eKTa BBIICISIOT
muddepenmpoannyto  JICT, kotopyro Tak
K€ Ha3bIBAIOT HACJEICTBEHHBIM HapyLICHUEM
coenuauTensHor TKaHU (HHCT) 1 Hemudde-
penmmposannyio JICT (HACT). HHCT — sto
reTeporeHHasl rpynmna 3adosieBaHuid, 00ycIoB-
JICHHBIX T€HETUYECKUMH Je(eKTaMU CHHTE3a
u/mim pacnazna OeNKOB BHEKJIETOYHOTO Ma-
TpHKca MO0 HapylieHueM Mopgorenesa co-
enuHUTENbHOW TKaHu [5]. HacnmenctBenHas
IUCIUIa3Us XapaKTEePU3yeTCs OIpeeeHHON
KJIIMHUYECKOM KapTUHOW M TUIIOM HAacCJIeq0Ba-
HUS, TEHETHYECKue M OHOXMMHUYECKHE Map-
Kepbl €€ XOpOoLIO M3y4yeHbl. B MenuuumHckoi
JIUTepaType noapobHo onucano 6omnee 250 Ha-
CJIC/ICTBEHHBIX MOHOTEHHBIX 3a0oneBannii CT:
Cunapom Mapdana, cunapom Dsepca — JlaH-
JIO, CHUHJIPOM BSUIOM KOXH, HECOBEPIIEHHBIN
ocreoreHes u ap. Yamie BcTpedaroTcst Heaud-
(epeHMpOBaHHbIE AMCIUIA3UU. VX auarHo-
CTHUPYIOT TOT/1a, KOT/Ia BBISBIIsIEMbIE Y OOJIBHOTO
(eHOTHITNYECKUE TPU3HAKU HE YKJIIaIbIBAIOTCS
HU B OZIHO M3 U3BECTHBIX HACIIEACTBEHHBIX 3a-
OoseBaHuii coeMHUTENBHON TKauHu [2]. [Tanu-
eHThI ¢ HeauhEepeHIMPOBAHHON JHCILIa3UCH
HE pe/IKo HaOJIOAIOTCS Y PasHbIX CHelUa-
CTOB 0€3 OCMBICJICHHsI IIaTOJIOTUU OpraHu3Ma
B mestoMm [4]. Takum obpazom, HenuddepeHn-
pOBaHHAs NUCIUIA3Usl COCAMHUTEIBHON TKaHU
(HACT) — a0 rereporennas rpymmna 3adojeBa-
HUN COEAMHUTENBHON TKaHHW MOJUTE€HHO-MHO-
roakTopuanIbHON NPUPOABI, 00bEANHEHHBIX B
(heHOTUIIBI HA OCHOBE OOIIHOCTU BHEIIHUX M/
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WM BUCIIEpaIbHBIX NMpU3HaKoB [5]. B mocnen-
Hee BpeMs IUPOKO 00CYkKAaeTcst poib 3K30-
TeHHBIX ()aKTOPOB B JIe30praHU3aI[H OTTOPHON
TKaHu. K HUM OTHOCATCS cTpecchl, HealeKBaT-
HOE€ NUTaHue, NpodeccuoHaNbHbIe BPEAHOCTH,
9KOJIOTHUECKUE (PAKTOPBI, OCIOKHEHNUS BO Bpe-
Msl pOZIOB, MH(PEKIHOHHbBIE 3a00JIeBaHus ypoO-
TEHUTAIBHOTO TPaKTa, MPUEM MEJUKaMEHTOB
BO Bpemst 6epemennoct, OPBHU, TokcHKO3BI,
recro3bl. K HJICT otHocsT mapdaHomomoo-
HBIA (DEHOTHII, 3JIepPCONOAOOHBIN (EHOTHII,
Hekmaccudumupyemslii perorur. BroaHe Be-
positHO, uto o HJICT ckpeiBaeTcst OombIoe
YHCJIO TeHETUYECKH HEOJHOPOJHBIX MOHO-
reaubix HHCT, koTopbie mpoTeKarT co cTep-
TOW KIMHUYECKOW KapTUHOH, 00yCIIOBIEHHBIE
«MATKUMH» MYTaLUSIMH B TEHE.

B MenuumHCKOI JIHTEpaType NEPBBIE MO-
MBITKH CBSI3aTh JPYT C JAPYTOM KIMHUYECKUE
IIPOSIBJICHUS TUCTIIIA3UH TTOSIBUIINCH €11 B KOH-
e XIX Beka. B 1892 romy mpodeccop A.H.
UeproryOoB oOpaTus BHMMaHHE Ha YacToe
coYeTaHHe THIIEPMOOMIBLHOCTH CyCTaBOB C T'U-
MEPINACTUYHOCTHIO KOXKU y OonbHBIX. [lo3ke
nepmarosiord E. Ehlers u H. A. Danlos k omu-
CaHHOW MaTOJIOTHH JJOOABHJIM IIHUPOKHE aTpo-
(udeckne pyOIbl U 3TOT CUMIITOMOKOMILIEKC
OblT Ha3BaH uX GamumusMu. B 1896 romy me-
muatp A. Mapdan Habmomas S-JICTHIOO Je-
BOYKY, OIMCHIBAET CHHIAPOM C HEOOBIYHBIMHU,
HEIMPEPBIBHO MPOTPECCUPYIOINMHU aHOMAJIHSA-
MU CKeJleTa, ¥ JaeT MaToJI0ruu cBoe ums. A.J.
Lewis, J.P. Reidy u P.H. Beighton naGmtonanu
MAIMEeHTOB, Y KOTOPBIX CHHAPOM BSUJION KOXH,
OCOOCHHOCTH BHEIIHOCTH W TIJIOCKOCTOITHE
IIPOCIJIEKHUBATUCh B HECKOJIBKUX IOKOJECHUSX.
Bo3MOXXHOCTH ~ TMAarHOCTUYECKUX —HCCIENO0-
BaHMA B TOT IEPHOX CIACPKMUBAIM y4eHBIX. B
1967 r. rpynna uccieaoBaTeneil moj pykoBoJ-
ctBoM J. A. Kirk onupasice Ha 0OCHOBHOE Mpo-
SIBIGHUE CHMIITTOMOKOMILJIEKCA TPEASIOKIIN
TepMuH «CHHJIPOM TUIIEpMOOMIBHOCTH CyCTa-
BOB)» paccMaTpHBas B TPyIIe IE€TEH CHHOBUUT
B COBOKYITHOCTH C XapaKTepHbIMH (hDeHOTHIH-
YECKUMHU MPU3HAKaMH. JTH yUEHbIE 3aJI0KUIN
ocHoBy u3yuenus [CT, a ux uccnemoBaHue
Ha30BYT «ImuoHepckum». llpeamonoxkenue o
HacJIelyeMOM XapaKTepe MaToJOrMH BCe Yalle
3By4dT B PaboTax TOro mepuopa M ObITyeT
MHEHHE, YTO (DEHOTHUIHMYECKHE IPOSBICHHS
n ymcrBenHoe passutue y qun ¢ HIACT B3a-
nmocss3zanbl. Tak B HaOmroneHuu A.J. Lewisu
C COaBT. y 5 M3 9 MTBOIOPOIHBIX OpaTheB KpoMe
npu3HakoB JICT umeroTcst «crenuduaecKuin
BHEIIHUM BUA U aopTanbHbIi cTeHo3. [loz-
xe M.A. Schmidt nmoBTopun oOcnemoBanue
POJCTBEHHUKOB M OMNPOBEPT BBICKA3HIBAEMOE
TIPETIONOKEHHE.

[llnpokoe wHCMOABL30BaHUE B CEPEANHE
XX Beka sxokapauorpauyecKuil HCCIlIeo-
BaHUI TMO3BOJISIET BBIABUTH y JIIOJEU C JIHC-
IJIa3Med pa3jIMuHbIE CEPIACYHO-COCYIUCTHIE
HapylIeHUs, a PEHTICHOJOTHYECKUE METO-
16l — nedopManuu TpyaTHONW KIETKH, CKOJIHO3
U CUHJAPOM «IpsSMOU cuuHbD». [lyOmukyercs
pAI UCCIEIOBaHUM, TIE JOKA3bIBA€TCSl TeHE-
tnueckas npupona [CT. B 1994 roay rpyn-
na Bpayed mox pykorojctBoMm P.D. Kumaru
HaOJro/1asi 3a POJCTBEHHUKAMH CO Crielu(u-
YECKMMH BHEIIHUMH NpPHU3HAKaAMH, OTHOCS-
UXCS K TPEM IOKOJICHUSIM, y 4 4YelOBeK
00Hapy»KUBAeT CTEHO3 AOPTHI, JIETOYHBIX ap-
Tepuil U AedeKkT reHa snactuHa. B myOnuka-
nun M.C. Zhangu ¢ coaBT. mpejmoiaraercs
B3aUMOCBSI3b MyTallMH T€HA DJIACTHHA U OB~
LIEHHON pacTsAKUMOCTU KOXHU. B Hacrosuiee
BpeMs TEHETUYECKH OXapaKTEPU30BAHBI OT-
JeNbHBIe TIOATUIBI CHHApPOMa Dnepca — JlaH-
JI0, HaliJIeHbl T€HbI, OTBETCTBEHHBIE 33 PA3BU-
THe cuHApoMa MapdaHa U HECOBEPIICHHBIN
OCTEOreHe3, OTMEUEHA TEHICHLMs Hacielo-
Bauus HJICT mo xenckoii nuHum. Benmercs
nouck Ouoxumuueckux kpurepues JCT [9].
[To muenuto T.U. Kanypunoit u coasr. (2014)
COCIMHUTETLHOTKAHHBIC HAPYIICHUS COMPO-
BOXKIAIOT XPOMOCOMHBIC 3a0oJieBaHUS, 00-
YCJIOBJIEHHBIE YHUCJIOBBIMU AHOMAJIUAMH ay-
TocoM (Oomne3np JlayHa, CHHIPOM TPHCOMHUU
XPOMOCOMEI 8, CHHIpPOM 9p- W 1Ip.) W TOJO-
BbIX xpomocoM (cunapom KiaiitHdenbrepa),
MHKPOCTPYKTYPHBIE MEPECTPOUKU XPOMOCOM
(cungpom del(3)q(29); cunapom Jlakiana —
OpuHca u Ap.), HEKOTOPHIE HACJIECICTBEHHBIC
HapylIeHus: oOMeHa BEIeCTB (TOMOITUCTHHY-
pHs, TU30COMHBIE 00JIE3HN HAKOTUICHUS ) U AP.
Bbonee 50 reHeTrUeckux 3a00J€BaHMI CaMOTO
Pa3HOTO TeHe3a COMPOBOXKAAOTCS MapdaHo-
UIHBIM, a okojio 100 — snepcomnogo0HbIM (he-
HOTHTIOM [5].

Opnako make TEHETHMUECKUH aHaIW3 HE
Bcerna no3BoisieT kinaccudumuponars [JCT. B
KIIMHUYECKONH MEITUIMHE OONbIIoe BHUMaHUE
yaeNsieTcsl ONMMCAaHUI0 U cucTeMaru3anuu e-
Hotunuyeckux npusHakoB JCT. BreisiBnenue
3 — 4 TakuX KpUTEPHUEB MOXKET OBITh TIOBOJIOM
JUISl Hayaja MoMcKa MallbIX aHOMaJuil cepaua
1 OpTraHoB OpPIOIIHOM MosocTH. Mainble anoMa-
JIMM pa3BUTHUS — YPE3BbIYAHO Ba)XKHBIM aHa-
THOCTHYCCKHUH TpPHU3HAK, OCOOEHHO KOTIa HMX
HacYMTHIBaeTCs Ooyee Tpex; 3TO — CBUETEINb-
CTBO B TIOJIb3Y BBICOKOH BEPOSTHOCTH OIHNOOK
Mopdorene3a B BUJE BPOXKICHHBIX OPOKOB
pa3BUTHA, TPEOYIOIINX CIIEIUATbLHONW JUAarHO-
CTUKH U HEPEAKO — XUPYPIHUECKUX BMeEIlla-
TenbeTB. K ManmeiM aHOMANUSIM ceplla OTHO-
CST TIPOJIATICHI KJIAMIAHOB, aHOMAIBHBIE XOPbI,
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AHEBPU3MBI MEXKIIPEACEPIHON MEPETOPOAKH,
OMKyCTHIQNbHBIN aopTanbHbIi Kiana [9]. [To
nanHbM baxtunoi [ u coast (2007) HAnb0-
nee gacteM nposieierneM JCT cepama sBis-
eTcs TpoJianc MuTpaiasHoro kinanada (IIMK).
Yacrtora [IMK B momymsinuu cocrasisier 38-
40%. Yamie Bcero oH BBISBISIETCS B BO3PACTE
7-15 net, HO ¥ HE UCKJIIOUEHO €r0 HAIH4YUEe Y
HOBOpoXAeHHbIX. Y neteit [IMK BcTpeuaetcs
qare, 9YeM Y B3pPOCJbBIX, Y KEHIIUH Jale, 4eM
y myxunH [1]. ITo maernro boromomnosoii .K.
Y COaBT. YCTaHOBIICHA B3aMOCBA3b KapHallb-
HBIX TMPOSIBICHUM JUCIJIA3UU C BBIPAKEHHOU
BETeTaTUBHOM cUMHOTOMaTUKOM. JlIst mereit m
noapoctkoB ¢ JICT xapakrepHo npeoOnaganue
3(p(HEeKTOB CHMITATUYECKON HEPBHOW CHCTE-
MmelI [2]. Umeromuecs npu HIACT ctpykrypHbie
HU3MCHEHUS apTEPUil U BEH Pa3TUIHOM JIOKAIU-
3alKK ¥ KanuOpa, MPOBOIUPYOT 00pa3oBaHue
aHEBPH3M, BapHUKO3HOW OOJIE3HW BEH W TPH-
BOJAT Pa3BUTHIO CEPhE3HBIX TeMOIWHAMHUYE-
CKHX CIBUTOB B MOoAoM Bo3pacte [9]. Tak xe
YCTaHOBJIEHO, YTO U3BMEHEHUS B COCITUHUTEIb-
HOM TKaHU COYETAIOTCSI C MATOJIOTUEH CUCTEME
reMOCTa3a U MPOSBISIOTCS PELUANBUPYIOIN-
MU cuHApoMamu. [1o muTeparypHbIM JaHHBIM
TUTIEPMOOUIILHOCTh CYCTaBOB SIBIISICTCSI HaW-
Oomee 9acTeIM U SBHBIM TiposiBieHuemM HJICT
y JeTel, a TakKe BXOJAWT, Kak 00sf3aTebHBIN
KOMITOHEHT, B CUMITOMOKOMILIEKC KOHKPET-
vbeix HHCT (cunmpom Mapdana, Diepca —
Haunmno u np.). Y mun ¢ ACT B 30-60% ciygyaes
BBISIBIISICTCSI TUC(YHKIIMSI BUCOUHO-HUYKHEUE-
JIOCTHOTO CyCTaBa, aHOMAaJIUU IIPUKYyCa, pOCTa
U TIpOpe3bIBaHUs 3yOOB, Kapuec, M3MEHEHUE
TKaHell nmaponoHTa. Tak ke MHOIOYMCIICHHbIE
WCCIIeIOBAHMS IPEOCTABIIOT TAKUE JaHHBIE
KaK, BBICOKAs 4acTOTa BCTPEUAEMOCTH IIOpa-
KEHHS IKEITYJOYHO-KHUIIIEYHOTO TpaKTa IpHU
JCT (aHOMaNHMM KEIYHOTO Iy3bIPs, TACTPUT,
XPOHUYECKHUH 3amop, ractpo33odareanbHbIN
pednrokc) [2]. [ToMuMO caMbIX YacTO peru-
CTPUPYEMBIX HAPYIIEHUH B KOCTHOM cHCTEME
(CxomMo03, THIEPMOOMIHPHOCTL CYCTAaBOB, JIE-
(hopmarusi TpyaHOW KIETKH, IJIOCKOCTOIHE),
JUCTUTA3Hsl SIBISETCS TPUYUHON CIIOHTaHHO-
ro IMMHEBMOTOPAKCa, JAMACTa3a MPSIMBIX MBIIII]
’)KUBOTA, MHMATOHUYECKOTO CHHApoMa. Bo3-
MO>KHBI HAPYIIIEHUSI OPTaHOB 3peHUs] (MUOTIHS,
MOJIBBIBUX XPYCTallUKa, OTCJOWKA CETYaTKH,
ACTUTMATH3M) U Te€MaTOJIOTHYECKUE MPOSBIIC-
HUSI (TeMOTIIOOMHOTIATHH, TPOMOOITUTOTIATHH ).
JACT moxeT nposiBAATHCA HapyLICHUSIMU Op-
raHOB MOYEBBIJICIICHHS: OIYIICHHE W YIBO-
€HUE IIOYKH, aTOMHS YaIlIeYHO-TIOXaHOYHOU
cucteMbl. B penpoaykTuBHOM cucteMe — aHo-
MaJlid Pa3BUTUSI U PACIIOIOXKEHUSI TOJOBBIX
OpraHoB, CaMOIPOM3BOJIbHBIC A0OPTHI, JHC-

(YHKIUS SUYHUKOB Y JKEHIIMH, CBHYXOUIH3M
U BapuKoOIENe y My»XuuH. Takue MposBICHUS
JCT xak HEIOCTaTOYHOCTH KPOBOOOpAIIEHNUS,
nedumuT Maccel Tena, AehopManus TPYIHON
KJIETKH ¥ TTO3BOHOYHHKA, BAPHUKO3HOE PACIIIH-
peHUe BEH, IUIOCKOCTONHE W JAp. HETraTHBHO
BIUSIIOT Ha COCTOSTHHE 37I0POBbsI OEpPEMEHHBIX
Y MOTYT IIPUBOJIUTH K aHOMAJIHSIM T€UYCHUs Oe-
PEMEHHOCTH U YBEIMYMUBATH PUCK MIPEIKICBpPE-
MEHHBIX POJIOB, THOEIIH WUJIK TUITOTPOUH I1JI0-
na. [lo maaaeiM uccnenoBanuit ['ynmuesoit 3.C.
u coanT. 6onee gyem 60% >KeHITNH C HEe BhIHA-
IIMBaHHEM OepEeMEHHOCTH WMEIOT TPU3HAKU
cugapoma JICT, mpeoOmagarommm sBISETCS
Mass-penorun. Tak e ycTaHOBJICHO, UTO Ha-
nuare qucruiazuu B 20 pa3 yBeIMYUBACT PUCK
HE BBIHAIIMBAaHUS OCPEMEHHOCTH B CPOKH JIO
12 nenens [3]. posenenus ACT moryT ma-
HU(ECTUPOBATh 10 MEPE YBEIUYCHHS CpPOKa
OepeMEeHHOCTH B CBSI3M C BO3pacTaHHWEM Ha-
Ipy3KH Ha BCE€ CUCTEMBI M OpraHbl. B HekoTo-
PBIX HCCIEIOBAaHUSAX €CTh JaHHBIE O TOM, YTO
TPUTTEPOM JUIS TPOSBICHHUS CHUMIITOMATHKU
JUCIUIa3MH MOXKET CTaTh CTPECCOBBIN (hakTop,
MPUBOAIINN K CPBIBY aganTaruu [9].

TakuMm 00pa3oM, TpeacTaBICHHbIC JaH-
HBIE B TIPOAHAIM3UPOBAHHON JIUTEpaType
TOBOPAT 00 aKTyaJIbHOCTH W3YUYEHHUS JaHHOUH
MaTOJIOTHH, TaK KaK OXBaThIBaeT Bce Cepbl
u HanpasieHust meauuusbl. JICT saBasercs
(dhoHOM I npyrux 3a0oiieBaHUMN, M3MEHSS
TEUEHHUE TIOCIICIHUX C TSHJCHIIMEH K XPOHU-
3aIlid, UMEET CBOM OCOOCHHOCTH, KOTOPBIC
TpeOYyIT CKPYIYJIe3HOH OLICHKU (DEHOTHUIIH-
YECKHUX MPOSIBICHUH B COBOKYITHOCTH C MHO-
roo0pa3rueM KIMHUYECKOH KapTHUHBI. 3a CUEeT
mu(Py3HOCTH COCTUHUTENbHOW TKAaHU MO-
TyT MOpa)xaThCsi OJHOBPEMEHHO HECKOJBKO
OpPraHOB W3 Pa3HBIX CUCTEM U C pPa3HOH CTe-
MeHblo TposiBiieHus. [lo3TOMYy nuMarHocTuka
JACT pmomkHa HOCUTH KOMIUIEKCHBIM Xapakx-
Tep, BKIIOYAIOIIAsl OCHOBATEIbHOE KITUHUYE-
ckoe oOcreoBaHNe MalMeHTa U €ro YWICHOB
CEeMbH IO €IWHBIM JAMArHOCTUYECKUM KpH-
tepusMm. Takue OonbHBIE 3a4acTyi0 HaOIIO-
JAIOTCS Y HECKOJBKUX CIIeIHATNCTOB U HE
MOTYT MOJYYUTh KOHKPETHOTO OTBETA O MPHU-
yuHax 3a0oneBanuil. [lanmentsr ¢ JICT Tpe-
Oy1oT ocoboro BHUMaHHs. [ paMOTHBIH Bpad
JIOJDKEH YMETh JIMarHOCTUPOBATh OCHOBHBIC
monorenasie HHCT, JCT. HyxHo deTkoe
MMOHMMaHHEe aJTopuTMa HAOIIOACHHS 3a dTOH
KaTeropuei nanueHToB.
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