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PE3IOME

B snekumn o6CyKIatoTcsl pe3yabTaThl HCCICA0BAHNH OTCUECTBEHHBIX M 3apyOeXKHBIX YUCHBIX, KacalolHecs 0co-
OeHHOCTEH HapyIIeHUH BceX BUJOB 0OMEHa  TOPMOHAIBHOTO IucOananca mpu HeanhepeHINPOBAaHHON JUCILIA-
3un coenuHuTesnbHON TKaHU ([CT). [loHnMaHue poian ropMOHANBEHO-META00TMUECKIX HAPYIIEHHH B Pa3BUTHH U
TeueHnn accoruupoBaHHbIX ¢ JICT 3aboneBanuii umeer OoJbIIOe 3HAUEHHE IS pa3paOOTKH MAaTOT€HETHIECKH
000CHOBAaHHBIX aJITOPUTMOB THATHOCTHKH, JICYEHHS U MPOGHUIAKTUKH HEOTIOKHBIX COCTOSHHUIL.
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KOHq)JIPlKT HHTEPECOB. ABTOpBI JACKIApUPYIOT OTCYTCTBUE SIBHBIX U NOTCHIUAJIBHBIX KOH(l)J'II/IKTOB HHTEPECOB,
CBA3aHHBIX C Hy6HI/IKaHI/Ieﬁ HaCTOHU.[eﬁ CTaTbHu.

Hcrounuk ¢puHAHCHPOBAHHUA. ABTOPHI 3asBIISIIOT 00 OTCYTCTBHU ()MHAHCHPOBAHUS IIPH NPOBEICHHH UCCIENO0-
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ABSTRACT

The lecture considers the results of research conducted by Russian and foreign scientists concerning the
characteristics of all types of metabolic disorders and hormonal imbalance in undifferentiated connective tissue
dysplasia (CTD). Understanding the role of hormonal and metabolic disorders in the development and course of
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diseases associated with CTD is of great importance for the development of pathogenetically grounded algorithms
for the diagnosis, treatment, and prevention of emergency conditions.
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BBEAEHUE

[TonsitTne «aucmIa3usi COEAMHUTEILHOM TKAHM»
(ACT) xoHCOMMIUPYIOT CTPYKTYPHO-(DYHKIMOHAIBHBIC
HapYIIEHUS] COEAUHUTENFHON TKAaHU U 00yCIIOBIICHHBIE
WM TOJIMOPTaHHbIE CUCTEMHBIE MposBieHus. CHHIpOM
JACT unaexcupyercs psiioM ONpeAeNeHHBIX MaTOJIO0TH-
YEeCKHX COCTOSHUU COENWHUTENHHOW TKaHH, KOTOpPbIE
0003HayYaIOT KaK TeHETUYECKUE KOJUIareHOBbIe 00JIe3HU
B BUJY TOT'O, YTO OHU CONPSDKEHBI C BPOXKICHHBIMHU METa-
OOJNMYECKUMH U CTPYKTYPHBIMH JehekTaMu KoJUTareHa.
IlomMuMmoO psima meTaabHO ONMMCAHHBIX HACIEICTBEHHBIX
cuHIpoMOoB (cuHApoM Mapdana, Dmepca — Jlanmoca,
Cruxiepa ¥ Jp.), UMEIOT CYIIECTBEHHOE COIUAITBHO-
MEIUIMHCKOE 3HAUCHHE ITaTOJIOTNIEeCKHUEe N3MEHCHUS B
BHUJI€ HETIOJHBIX, CTEPTHIX, HEOTPEIEIEHHBIX (HOpM, KO-
TOpbIC OOBESTUHSIFOT B TPYIITY HeAU(PPEepEeHITMPOBAHHBIX
muctiasuit coequanutenbHoil TkaHu (HACT) [1]. Onmn
HE COOTBETCTBYIOT JUArHOCTHYECKUM KPHUTEPHSM BbI-
MICTIEPEYUCIICHHBIX TCHETHUYECKU JICTEPMUHUPOBAHHBIX
CHHJPOMOB, HO TIpH 3TOM 00Ja1aroT HabopoM NpH3Ha-
KOB-()€HOB, CBHUIETEIHCTBYIOIUX O HAJIMYUH IOJHOP-
TaHHOTO COEMHUTENLHOTKaHHOTO fedexTa [2].

B Buay cucteMHOro xapakrepa MNpOSIBICHHH CHUM-
ntoMbl HJACT sBisitoTca mpenMeToM mpodeccuoHalb-
HOTO HHTEpeca KIMHUIKCTOB Pa3HOTO MpOoQuis, He
TOJIBKO MEAMATPOB U TEPAIIEBTOB, HO M Y3KUX CIIELIUAIH-
CTOB: KapANOJIOTOB, XHPYPrOB, THHEKOJIOTOB, YPOJIOTOB,
TyJIEMOHOIIOTOB M 1p. [3]. Hay4nslii 1 mpakTudeckuit
HHTEpeC HccienoBaTeield K JaHHOMY MaTOJIOTHYECKO-
My TpPOIECcCY OOBSCHICTCS KaK BHICOKAM YPOBHEM €T0
pacrpoCTpaHEHHOCTH, pa3HooOpasueM (eHoTHuie-
CKUX TIPHU3HAKOB, CKJIOHHOCTBIO K MPOTPEAUECHTHOMY
TEUYCHHUIO U Pa3BUTHEM HEOJIArOMPHUSATHBIX HCXOJI0B, TaK
U aKTyaJIbHOCTHIO TIOMCKA MPOTHOCTHYECKH 3HAUYUMBIX
MapKepOB TSKEIIOTO0 TEYCHHUS M OCJIOKHEHUH acCOlnu-
poBaHHOM naToJsioruu [4].

B Hacrosmee Bpemsi HET OOIICTIPUHATON KIJIACCH-
(buKanuu MaTONIOTMYECKUX COCTOSHHUM, 0ObEIMHEHHBIX

pamkamu HJICT, xoTopast ObI yCTpOWIIa BCEX HCCIENIO-
BaTeNed W KIMHALMCTOB, HET €AWMHOM ITO3HMIIMH B OTHO-
MICHUN JUArHOCTHYECKUX KPHUTEPHEB, TEPMHHOJIOTHH,
OIICHKH CTEIEHM TSHKECTH JAHHOTO cocTosHMs. OIHaKo
manveHTsl ¢ HACT mpencraBisioT MHOTOYHCICHHYIO
TPYNITy C TIOJIHOPTaHHBIMYU HapYIICHUSMH Pa3HOH cTe-
IICHU BI)Ipa)KeHHOCTI/I nu Tpe6y}0T MC)KHI/IC]_II/IHJII/IHapHOFO
MOJIX0/1a B UX MEUIIMHCKOM COTIPOBOKIAEHUH [3—6].

HAPYWLEHNA OBMEHA MNMPU ACT

B ocHoBe ¢opmupoBaHHs JAHHOTO MATOJIOTHYECKO-
r'O MPOLEcca JICKUT T'eHETUYECKH AETePMUHUPOBAHHBIN
nedeKT pa3BUTHUS ME3eHXMMaJbHOTO MaTpUKCa opra-
HU3Ma, CONPOBOXKIAIOIIMICSI CHUKEHHEM IPOYHOCTH
COEMHUTENIBHOTKAHHOIO KapKaca CHUCTEM U OpraHoOB,
¢ TocieAyrmuMa  MOp(Go(QyYHKINOHAIEHEIME HApY-
LIEHUAMHU, TECHO CBA3AHHBIMH C U3MEHEHHEM TIOpMO-
HapHO-MeTabomaeckoro cocrosaus [7]. [lokazarenmn,
XapakTepU3yroLIe TOPMOHAIBEHO-METa0OTMUECKIHA
CTaTyC, MOTYT COCTABUTH IIaHENb OMOJIOTHYECKUX Map-
kepoB JICT Ha MOKIMHHYECKOM 3Tarie, YTO OMPEIeIIsIeT
aKTyaJIbHOCTb JaHHOI'O JINTEPAaTypHOI'O aHAJIU3a.

ITo muenuro psga astopoB, ICT — 310 Hacnen-
CTBEHHO OOYCIIOBJICHHas MeTaboiuveckas aHOMallus,
B OCHOBE KOTOPOH JICKHT HapymieHHe (HOPMUPOBAHHUS
U CO3PEBaHUSl CTPYKTYP COCAMHUTENILHOW TKaHU Op-
TaHW3Ma, YTO ¥ MPUBOJUT K PA3BUTHUIO AMCIUIACTHYE-
CKUX W3MEHEHMH TKaHed, CrocoOCTBYEeT BO3HHUKHOBE-
HUIO 3200JIeBaHUI OMOPHO-ABUraTENFHOIO almapara u
BHYTpeHHHUX opraHoB [8]. CuuTaroT, 4YTO HapylIEHHBIN
cuHTe3 (HuOpuIApHOro Oelika KoJIareHa, OCHOBHO-
ro CTPYKTYPHOTO 3JIEMEHTa COEIUHHUTEIbHON TKaHH,
JIGKUT B OCHOBe opraHHbiX auchynkmmd npu JCT.
Benku, BKiIrOYaroniye rIMKO3aMUHOINIMKAHBl — TJIMKO-
MIPOTEUHBI, BHIIONHAIOT CTPYKTYPHYIO (YHKIHUIO B CO-
CTaBe PAa3JIUYHBIX CIM3UCTBIX CEKPETOB U KJIETOYHBIX
MeMOpaH, SBISSCH BAKHBIM KOMITOHEHTOM MEXKIICTOU-
HOro Matpukca. /lezopranuzanusi KoJjulareHa sBJISIETCS
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CIIECTBHEM HapyIICHUS MEXMOJIEKYISPHBIX CBs3eil
[9]. O cocrossHuM KoJuTareHa Ha TPAKTUKE CYIAT TIO
YPOBHIO psla aMHUHOKUCIOT — CTPYKTYPHBIX €r0 KOM-
MIOHEHTOB B OMOJIOTHMYECKHX CpeAax opraHmsma. Okcu-
IIPOJIMH — OJIHA U3 OCHOBHBIX aMUHOKHCIIOT KOJIareHa,
Omomapkep, OTpakaloMmuii KaTaboIM3M JaHHOTO Oerka.
[ToBbIlIeHNE KOHLEHTPAIMK OKCUIIPOJIMHA B CYTOYHOM
Mou€ B3auMOcBs13aHo ¢ TshkecThbio JICT 1 MOBBIIIEHHBIM
YPOBHEM JIPYTUX aMUHOKHCIIOT B KPOBHU — TUAPOKCHUIIPO-
TWHa, TU3WHA, TpoJiuHa [3].

Hanmuune JICT 3HauMTenbHO BIMAET HA TOJEPaAHT-
HOCTh W aJIanTaluio K (Gu3n4eckuM Harpyskam. [lanu-
entel ¢ HJJCT wacTo cTpamaroT OT HApYIICHHH OIMOp-
HO-JIBUTATENIFHOTO amIapara BCICACTBUE (UIMUSCKUX
Harpy30K U MpeapacroyioKeHbl K TOBTOPHBIM TpaBMam
[10]. B cBs3u ¢ stum nHanmuuue JCT moapazymeBaer
MPOBEICHAE TTEPCOHNPUIIPOBAHHOTO TIOAX0A K PEXKHU-
My (U3NUECKOH aKTUBHOCTH y JaHHBIX AUCHTOB.

AcCTEeHUUYECKUI THUII TEJIOCIOKEHUS, aCCOLUUPOBaH-
HBIA C HEIOCTaTOYHOCTBIO NUTAHMA, 10 MHEHMIO psla
aBTOPOB, OTHOCHUTCS K Han0oJIee BaKHBIM (hEHOTHUITHYC-
ckuMm npuszHakam JICT u cTaTucTUYECKH 3HAYMMO Yarie
HaOI0aeTCs TIPU TaHHOM TIAaTOJIOTHUYECKOM TIpoIriecce,
gem B oOmredd momynsuuu [11]. BenkoBo-aHepreTuue-
ckasg HepocratouHocTh npu HJACT perucrpupyercs B
40% ciy4aeB ¥ CONMPOBOXKIACTCS] HAPYIICHUEM BCEX BH-
JIOB OOMEHa, YTO SIBIIIETCSI OCHOBaHHUEM JUIsl aKTUBHOTO
MOMCKA MEXaHU3MOB, OOBACHSIOMIUX 3Ty aCCOLHUAIIIO
[12]. CywecTByeT Touka 3peHHS O TOM, YTO AEHHUIIUT
HYTPUEHTOB BO BHYTPUYTPOOHOM IEpHOJE B KauecTBE
aZlanTauy MPUBOAUT K CJIOKHBIM M3MEHEHHUSM MeTa-
0onm3Ma, KOTOpBIE AETEPMHUHUPYIOT KOJUIATCHOIIATHIO
U CBS3aHHYIO C HEll AWCOYHKIMIO CHCTEM OpTaHHM3Ma.
BBuny TOro, 4ro oTpa’k€eH1ueM aJanTaluOHHBIX BO3MOXK-
HOCTEH opraHM3Ma SABJISIETCSA CTaTyC TUIOTAIaMO-THIIO-
(du3apHO-HAIIIOYCUHUKOBOW crucTeMbl [13], ocoGeHHO-
CTH TeCTallMOHHOTO Iepuoja MOTIYyT IpOrpaMMHUpPOBATh
COCTOSTHHE 3TOH CHCTEMBI M CIIOCOOCTBOBATH Hebiaro-
MPUATHOMY TIPOTHO3Yy B OTHOLICHHH 3a00JIeBaHUI BO
B3pOCJIOM BO3pacTe.

DTO MONOKEHHE WILTFOCTPUPYETCS JaHHBIMH JTUTE-
paTypbl O TOM, YTO HH3Kas Macca Tella HOBOPOXKICH-
HBIX acCOIMUPOBaHA C apTepUabHOW THUIEpTEeH3UeH
KaK y JIeTel, TaKk U y B3POCIBIX, a TAK)Ke C MOBBIIICH-
HOM JKCKpeLUHed aHIPOTreHOB W TIIIOKOKOPTHKOUIOB.
[loBbllIeHHAs aKTUBHOCTh THUIOTaIaMO-TUNO(U3apHO-
aIpCHANIOBON CHCTEMBI CITIOCOOCTBYET YCHIJICHUIO KaTa-
00JIMYeCKUX IMPOIIECCOB C MPOTPECCUPYIONIeH moTepeit
Macchl Tella Ha (pOHE THIIONPOTCHHEMUN W THIIOATB0Y-
MUHEMHUU. BBICOKMI cuUMMIaTndeckuii TOHYC obecrie-
YHBACT yBEIMUYCHNE MHTEHCUBHOCTH OCHOBHOTO OOMe-
Ha U pe3Koe CHU)KEHUE PacXollOB SHEPIHU. Y CHIIEHUE
Kartabonm3ma Ha (oHEe THUMOTPODUU XapaKTepH3yeTCs

HCTOILCHHEM BHAYaJIe [TIHKOTCHOBBIX U KUPOBEIX JICTIO.
3areM mpu 3HAYUTEINEHOM JAe(UINTE HyTPHEHTOB IIPO-
HCXOIUT pacmajg OelKa B MBIIICYHON TKaHU, CHIKACTCS
YpOBEHBb TPAHCHOPTHHIX OEIKOB KpPoBU. B pesymprare
0enKoBOro Ae(hUINTA BOSHUKACT YTHETCHHE HMMYHHTE-
Ta, CBI3aHHOE KaK C OTpaHHYCHHBIM CHHTE30M HMMYHO-
IOOYJIMHOB, TaK ¥ HEA(P(EKTUBHONW aHTHOKCHIaHTHON
3aIIUTON, 9YTO B COBOKYITHOCTH CIIOCOOCTBYET Ie(HIUTY
BHYTPHUKJIETOYHOW DHEPTUH, HAPYIICHUIO aJeKBATHOTO
TPaHCIIOPTa MUKPOHYTPUEHTOB, MOBPEXKICHUIO KIETOY-
HBIX MeMOpaH [12].

Hapymenune 6enxosoro oomena mpu JICT npossis-
€TCsl TaK)Ke M3MEHEHUSIMH COCYAHCTO-TPOMOOIIMTApHO-
ro 3BE€Ha I'eMOCTa3a, O YeM CBUAETENbCTBYET HaUuue
TPOMOOIUTAPHBIX AUCHYHKIMNA Yy OOJBIIMHCTBA Je-
tet [14]. OOHapykeHa B3aMMOCBSI3b CTEIICHH TSHKECTH
aHEeMHUH C YHCIOM KiInmHHYeckux npusHakoB J[CT. Oto
MOATBEP)KAAETCS HU3KUM YPOBHEM IeMOTIOOWHA, dpU-
TPOITUTOB, (DEPPUTHHA M CBIBOPOTOYHOTO Jkeie3a [15].
HccnemoBaTeny paccMaTpHBalOT pa3HbIE MEXaHH3MBI
pazButus anemuii mpu JICT. OmHako OOJBIIMHCTBO
CKJIOHSFOTCS K BEIyIIIeH POITH B COKPAIIEHUH ITPOIOIDKHU-
TEJIFHOCTH JKU3HHU SPUTPOLNUTOB HAPYIICHHUS CTPYKTYPHI
X MOIMEMOpPAHHOTO IMTOCKENIeTa, YTO 3HAYUTEIHLHO
BIMSIET Ha DJIACTHYHOCTh W YMEHBINAET UX CIOCO0-
HOCTB K YIpyroi aedopmanuu npu mpoxoxkISHUH ye-
pe3 MUKpPOLMPKYJISITOpHOE pycio [16, 17]. B yactHOCTH,
OBUIO MOKAa3aHO, YTO Y JAeTell MOAPOCTKOBOIO BO3pacTa
¢ /ICT naOmromaercs aucOanaHC aHTHOKCHIAHTHBIX
(hepMeHTOB (CyNMEepOKCUATUCMYTa3bl U KaTajassl). JTo,
B CBOIO OY€pelb, MOXKET MPUBOAUTH K HAKOIUICHUIO B
IUIa3Me KPOBH arpecCHBHBIX THIPOIEPEKHcei, oonama-
FOIIHX JIEeCTPYKTUBHON aKTUBHOCTHIO B OTHONICHUH KJIe-
TOK KPOBH, M CITOCOOCTBOBATh Pa3BHTHUIO IIEPEKHCHOTO
OKHCIICHHSI JIUITHIOB B MeMOpaHax 3puTpouuTos [18].

Bb110 TakKke ycTaHOBIEHO, YTO Ae(UIUT MACCHI Tela
HOBOPO’KICHHBIX aCCOIMUPOBAH C WHCYJIHMHOPE3UCTEHT-
HOCTBIO U HapyIICHHEM TOJIEPAHTHOCTH K TIIFOKO3€ BIIO-
crnencTBum. [10CKONBKY CKeNleTHass MyCKynaTypa U K-
pOBasi TKaHb OTHOCATCS K OCHOBHBIM ITEPU(PEPHICCKIM
TKaHSIM, Ha KOTOpBIE JCUCTBYET HHCYIIMH Y B3POCIIbBIX, JIe-
(unuT Maccel Tena ¥ TUIOTPOGUs IPH POKIASHANA MOTYT
OBITH PACCMOTPEHBI KaK aJaNTHBHBIC MposBieHus [19].
OpnHako uccienoBarenaMu J{OHELKOTO HalMOHAILHOTO
MEIUIIMHCKOTO YHUBEpCUTETa OBbIJIO IOKa3aHo, 4To Y Jie-
teit ¢ 1/ICT u pynkunonanbHoii nucnencueit (L) ypos-
HU UHCYJIMHA U KOPTHU30J1a CTATUCTUYECKH 3HAYUMO ObLTH
Oonee HU3KHMH, YeM y AeTel, He MMEBIINX HpPH3HAKU
JCT, Tak u y 3g0poBbix ju [20]. Ycunenne nporeccon
KaTabonm3Ma mpu Ae(UIUTE MacCHl Tela U CBSI3aHHBIH ¢
9THM CTpPECC acCOIMUPOBAHBI TAKKE CO CHIDKCHHEM aK-
TUBHOCTH (DEPMEHTOB W CHUHTE3a WHCYJIMHA, HAOIIOIaeT-
sl yBEITMUCHHE MHJICKCAa KOPTH30JI/HHCYIINH.
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[Ipu Hemoctarounoctn murtanus cBszanHod ¢ JACT
CYIIECTBCHHO MEHSETCS dHEpreTHYecKuii 0OMeH, TIaB-
HBIM 00pa30M, ¢ YIIICBOJHOTO HA JIMIUIHBINA. YMepeH-
Hasl TUIOTPO(HS COMPOBOXKAACTCS YCHIICHHBIM pacria-
JIOM HpPa, B 3TOM CIIyyae BaKHbIM HCTOYHUKOM SHEPTUU
CTaHOBATCS HEICTEPUDUITUPOBAHHBIC )KUPHBIE KUCIOTHI
(H2XKK). B 3TuxX yclOBHSIX aKTUBHUPYETCS OMOCHHTE3
JKUPHBIX KHACJIOT U3 XOJIECTEPHUHA, YTO HEOOXOIUMO ISt
YAOBJIETBOPUTENLHOTO (YHKIIMOHHUPOBAHUS CHCTEMBI
MUIIEBAPEHUs] W TIOJHOIICHHOTO CHHTE3a KOPTHKOCTe-
POUMIOB — PETYITOPOB peakiuii anantanuu. Ilpu 6onee
TSKENOW OEJIKOBO-DHEPreTHUECKOM HeTOCTaTOYHOCTH C
runotpodueii I11 crenenu Ha poHe 3aMeIeHUs KaTabo-
nu3Ma xupoB yxyamaercs ycsoenue HOXKK, cauxaer-
Csl YPOBEHB XOJIECTEPUHA U €ro (ppakuuil B KPOBH, UTO
CIOCOOCTBYET HAPYIICHUIO CTPYKTYPHI U (PYHKIIHOHU-
pPOBaHUS KJIETOYHBIX MeMOpaH, YMEHbIIEHUIO KOHIIEH-
Tpamuii KOpPTUKOCTEPOUIOB U KUPHBIX KUCIOT [12].

Hapymrenue nunumaoro oomena npu JICT — kiroue-
BOE 3BEHO MaroreHe3a (OpPMHPOBAaHUS MHOTHX 3abolie-
BaHU Ju11 JIoOoro Bo3pacra. [lonararot, 4To comepxa-
HUE CBOOOJIHBIX U CBSA3aHHBIX XKHUPHBIX KACIOT B KPOBH
CITy>KuT nononHuTensHBIM 6nomapkepom JICT [3]. O6-
Cy)KJaeTcsl 3HaYeHUE MMaTOJIOTHN KJICTOYHBIX MEeMOpaH,
JUIHTHOTO U )KUPHO-KUCIIOTHOTO COCTaBa Ma3Mbl Kpo-
BU B MATOTE€HE3€ apTepUAIbHON TUTIEPTEH3UU U JPYTUX
3a00JIeBaHU CepACYHO-COCYTUCTON cucTemsl [21]. B
HaCTosIIee BpeMsi M3BECTHO, YTO NE(UIUT NOJMHEHA-
CBILICHHBIX OMETa-3 >KUPHBIX KUCIOT JIE)KUT B OCHOBE
BO3HUKHOBEHHUS KapAMOBACKYJISPHOH narosoruu. 3a6o-
JIeBaHMS CEPIEYHO-COCYUCTON CUCTEMBI y JIeTel 3aHU-
MAalOT OJHO M3 BEAYLIMX MECT B CTPYKTYpe MaTOJOTUU
JIeTCKOTO Bo3pacTta [22, 23]. VI3MeHeHusT apXUTEKTOHH-
KU Ceplla ¥ MaruCTPajJbHBIX COCYA0B Y MOJOABIX JIMLL C
JCT ¢ ux nucyHKIueil 0ObACHIIOT B TOM YHUCIIE HAPY-
IIICHUEM JINTHIHOTO OOMEHa.

Hapymenne mMuHepansHOTO OOMEHa SIBIISETCS €I
ofHUM BaXHbIM 3BeHOM marorene3a JCT, yunteiBas
OONBIIYIO PONb MAaKpO- U MHUKPORJIEMEHTOB B (hOpPMU-
POBaHUU CTPYKTYPHI COCTUHUTENBHOM TkaHU. CorflacHO
JTUTEPaTyPHBIM JaHHBIM, Y OOJbIIEeH YacTH MAIlHEHTOB C
JCT orMedaercs U3MEHEHUE MAKpO- 1 MUKPODJIEMEHT-
HOro cocTtaBa 6uonorunueckux cpes. Tak, y maur ¢ JJCT
omucaH IeUIUT CIEOYIOUMX 3JIEMEHTOB: KPEeMHUS,
celieHa, Kajus, Kalblys, MeOW, MapraHua, MarHui u
MHKa. Bce BhllenepeuncieHHble 2IeMEHThl B TOW HITH
WHOU CTENEeHU NPUHUMAIOT y4acTHEe B MUHEpalu3aluu
KOCTHOW TKaHU, CHHTE3€ U CO3pEeBaHUM Koyuiarena [24].
CpaBHUTETBHBIA aHAN3 KIMHUKO-Ta00paTOPHEIX IaH-
HBIX Jeted ¢ nepumurom Maccel Tena ¢ JICT u 6e3 Hee
MoKa3aJl, 4YTo IpPU OTCYTCTBMM CTATUCTUYECKHU 3HAUU-
MBIX Pa3JInYMi 110 AHTPOIIOMETPUUECKUM MOKa3aTeNsIM,
BKJIIOUABIINM JIaHHBIC OMOMMITEIaHCOMETPHH, Y Talu-

entoB 0e3 JICT xonmnyecTBO MUHEpPAIBHBIX BEIIECTB B
OpraHu3Me HaxOWIOCh B TpejeniaXx peepeHCHBIX 3Ha-
yeHn# [25].

AHanu3 JUTEPaTyPHBIX JaHHBIX MMOKa3all, YTO HaW-
OOJBIIMK MHTEpPEC HCCIIeIoBaTeNiell HalpaBJieH Ha
W3YYCHUE POJIM KaJbIUs M MarHusi B MaTOT€HE3e MOp-
(O YHKITMOHATBHBIX HAPYIICHUH, aCCOUHPOBAHHBIX
¢ JACT [26]. deduuut 3TUX DIEMEHTOB COIPSHKEH HE
TOJIBKO CO CHIDKEHHEM MPOYHOCTH KOCTHOTO CKelle-
Ta MO JaHHBIM JCHCUTOMETPUU, HO U C HapyIIEHUEM
CTPYKTYPBI COCYAMCTOW CTEHKH, (yHKIMOHUPOBAHUS
HEepBHOU cucTeMbl. [Ipy 3TOM HU3KWH YPOBEHb MarHus
OTPHUIIATEIILHO KOPPEIUPYET C BHIPAKEHHOCTHIO M KO-
nudectBoM (penoTunmueckux npusnakos JICT [27, 28].
M3BeCTHO Tak)Ke YTO TUIIOMArHUEMUSI JISKUT B OCHOBE
Pa3BUTHA WHCYJIHHOPE3UCTCHTHOCTH W YBEIUYHBACT
PHMCK HapyIIeHUs] TOJICPAHTHOCTH K Tiroko3e. Hepenko
y nereit ¢ JICT oOHapyxuBaeTcs JeUIUT HE OJHOTO,
a TEJIOTO PsiJia MUKPOIJIEMEHTOB, HAMOOJIee YacTo OIMU-
CHIBAEMBIM COYETaHHEM, KaK U CJIEIOBAJIO OXHJIATh,
SIBJISIETCS OJHOBPEMEHHBIN JePUIUT KalnblMsg M Mar-
HUSI, B TO K€ BpPEeMsI HEKOTOPBHIMU HCCIIEIOBATEISIMU
ONMKCAH COYETAHHBIA MEePUITUT TAKUX MHKPOIJIEMEHTOB
— aKTHBHBIX YYaCTHHKOB KOJJIAT€HOOOpPa30BaHUS. KaK
[IWHK, CeJIeH, o 1 Meas [29].

FTOPMOHA/IbHbIE HAPYWLEHHUA NPU ACT

OnucaHHble BbIlIE HapylIeHUs OOMeHa Npu H3yda-
€MOM HaMH IAaTOJIOTMYECKOM IPOLECCE UMEIOT CIIOXK-
HYI0 TOPMOHAJIBHYIO PETYJISLHIO0, 3TO MOATBEPKAAETCS
pe3yJibTaTaMyd Hay4YHBIX HCCIIEJIOBAaHUM, XapaKTepu3y-
oMy ropMoHanbHBIN nucOananc npu JICT. B Bugy
TOT0, YTO KpallHUM MNPOSBICHUEM HApYIICHUN YIIEBOA-
HOro oOMeHa siBisiercs caxapHusbii uadet (CJ1) u popmu-
pOBaHUE COCYIUCTBIX U HEBPOJIOIMUYECKUX OCJIOKHEHUH
P 3TOM TATOJIOTUW CBS3aHO C BOBJICUCHHEM B IMATO-
JIOTMYECKUH TPOIECC COSAMHUTENLHOW TKaHH, Mpel-
NPUHATA TONBITKA U3YYUTh OCOOCHHOCTH aCCOLMAIUH
H/ICT u C[. beuto ycranosneno, HICT HeraTuBHO BiH-
siet Ha iporHo3 ¥ teyenue CJl 1-ro [30] u CH 2-ro tuna,
YTO NPOsIBIIsIETCs 00Jiee pAaHHUM HCTOILIEHUEM MEXaHU3-
MOB peryJisliid, CHHKEHHEM BO3MOXKHOCTEH Ui pea-
OWIMTAIINK U TICUXOJIOTHUECKOH amanrtarun. CHHIpOM
vJICT B coueranuu ¢ CJ[ 2-ro THIIa CUMTACTCS HE3aBH-
CHMBIM KapIHOBACKYISIPHEIM (paKTOPOM PUCKa B OTHO-
IIEHUH HAPYUIEHUH PUTMa CEPACYHOM AEATEIBHOCTH,
JUCQYHKIIMU KJIAIIAHOB W BETETATMBHOTO IMcOaaHca,
CHOoCOOCTBYET CHUMIATUKOTOHWH, DJEKTPUYCCKOH He-
CTaOMIPHOCTH MHOKap/Ja M YAJIHHEHHIO HHTepBana PQ,
yBEJIMYMBAET PUCK BHE3anHOU cmepTH [31].

AHanu3 pe3yJbTaTOB MAacCIITA0OHOTO MOHHTOpPWHTA
(hyHKIIMOHAILHOTO COCTOSIHUSI OCHOBHBIX CHCTEM Opra-
HU3Ma MPOJIEMOHCTPUPOBaI, 4To y nanuentos ¢ HCT
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gare Ha0Ioaaaoch HekoMreHcupoBanHoe TedeHne CJ1,
Ha 2-3 rona paHbllle U B 2 pasa Yaile BOZHUKAIH M03/1-
HUE ocloXKHEeHHs, yeM y nanueHToB 6e3 JICT [32]. Cum-
nromsl JICT pacrieHuBaInCh Kak MPEINKTOPHI Pa3BUTHUS
KOMOpOUHOH TaToyioruu y 00ibpHBIX C/I 2-TO THIIA, B
MIEPBYIO OuYepe/b, 3a00JIEBaHUI CepAeYHO-COCYTUCTOM
CHUCTEMBI W OINOPHO-JIBUraTeNbHOro ammapata [32]. ¥V
nereit u moxpoctkoB ¢ CJl 1-ro tTuma Ha ¢one ¢ ACT
TaKkue OCJIOXKHEHHUs, KaK AuadeThyeckas HelponaTus u
HedpomnaTus, GopMUpyoTCs B 00jJee paHHHUE CPOKU OT
nebroTa 3a00JIeBaHUS U UMEIOT 00JIee TSHKEIIOC TCUCHHE,
4YeM y HalueHToB 0e3 MUCIIa3WH, YTO MO3BOJISET pac-
CMaTpHUBaTh X B KAUECTBE 0COOOMU rpynmbl pucka [33].
[TaTonoru0 LIMTOBUAHOM Kese3bl OTHOCAT K Haubo-
Jee yacto AuarHoctupyemoil y mamuentos ¢ JICT. Ay-
TOMMMYHHBIH THPEOHIUT BcTpedaeTcs Ooiee ueM y 37%
MaIWEHTOB, YTO CTATUCTUYCCKH 3HAYMMO YaIlle, YeM B
rpymre koHTpois [34]. TupeounHble TOPMOHBI YYACTBY-
IOT B PETYJISIIIMN pPOCTa U co3peBaHuM ckenera [4]. 13-
BECTHO, YTO CBOOOIHBI THPOKCHH W TPUHOATHPOHUH
AKTHBHUPYIOT CHHTE3 KOJJIareHa | THma u ocTeoKanbInHa
B KOCTSIX, TaKXKe K OMOJormuecKkuM d¢¢dekraMm ropmo-
HOB HII/ITOBI/IIIHOﬁ JKCJIE3bl U TUPCOTPOITHOI'O TOpMOHaA
OTHOCAT yrHeTeHue mnposmndepanun ¢GuOpPoOIACTOB U
T QEPEHIMPOBKY XOHAPOLUTOB B PA3IHYHBIX BHJAX
COCI[HHHTCHLHOﬁ TKaHU, YTO JIC)KUT B OCHOBE yBEJIMYC-
HUS IIOTHOCTH KOCTeH mpu runotupeose [35].
KpacHogapckumu uccienoBaTensiMi ObUIO MOKa3a-
HO, YTO U3 BCEX DHIOKPUHHBIX 3a00J€BaHUM, BHISBIICH-
HbIX y OombHbIX HJCT, Hambonee pacmpocTpaHEeHHON
SBJISIETCSI AyTOMMMYHHAsl I1aTOJIOTUS LIUTOBUAHOM Ke-
ne3sl, quarHocrupyemas B 37,7% ciydaeB, u 0azaib-
Hass W (WIH) TOCTIPaHAHANbHAS THICPUHCYITHHEMHUS
(43,4%), 9TO CTATUCTHUYECKH 3HAYMMO BBIIIE, Y€M B
rpymme KoHTpois [34]. Pa3sHpiMu rccneqoBaTenbCKUMHA
TpyIaMy MOKa3aHo, 4To y Monoasix monei ¢ a/[CT
ayTOMMMYHHBIH THUPEOUAUT JuarHoctupyercsa B 32,5%
CIIy4aeB, Y JKeHIIMH (epTHIIBHOTO Bo3pacta — B 42,9%
CllydaeB, YTO daIe, 4yeM B obOmiei momymsuuu. Ilpu
9TOM HaCTOTa U BBIPAXKCHHOCTH BUCLICPAJIbHBIX, KOCTHO-
CYCTaBHBIX U KOXHBIX (1)CHOTI/IHI/I‘IGCKI/IX IMPU3HAKOB
vJICT Oonee 3HaunTenvHas, yem y aun ¢ HACT Oe3 na-
TOJIOTMM IIMTOBUIHON jKeme3bl. Takxke y 3TOH Karero-
pun nun pukcupyrorcs 0oJiee BHICOKUE TUTPBI aHTUTEN
K TUPEONEPOKCHIa3e U TUPEOTO0yIUHY B OTIHYUE OT
3I0POBBIX, YTO IMO3BOJSET paccMaTpUBaTh BCEX MallH-
entoB ¢ HJCT B KadecTBe TPYIIIBI PUCKA TIO PA3BUTHIO
ayTOMMMYHHOW TUpPEOUTHOH maronoruu [36]. Beicokuit
PHCK Pa3BUTHS ayTOMMMYHHBIX THPEONATHH M THIIO-
TUPOKCHHEMHH TPH CHHAPOME THUIIEPMOOWIBHBIX CY-
CTaBOB SIBISIETCS OCHOBAHWEM [UIS aKTUBHOM IHarHo-
CTHKHM HapyIIeHNH (YHKINH IIATOBUIHOU JKEJIE3bl C
MOCTIeYIONIeH HampaBJICHHOW NepCOHU(UITUPOBAHHOMN

Tepanueil 1 WOMONPOPHUIAKTUKOW Y JaHHOW IeIeBOr
rpymmsl [35].

Hapymenne ¢opMupoBaHus pernpoxyKTHBHOU CH-
CTeMBI y TOAPOCTKOB siBisieTcst cneactsuem HJICT. YV
JIEBOYEK HamboJiee paclpoCTpaHEeHHOH MPoOIeMOi sB-
JsieTcsl HapyIIeHHEe MEHCTPYalbHON (QYHKINH, Xapak-
Tepusylolleecs paHHUM MEHapXe, THIIOMEHCTPYaJIbHbIM
CHUHIPDOMOM W aMEHOpeeH, a Takke MaTOYHBIMH KpO-
BOTCUCHHUSIMH TTyOepTaTHOTO mepuojaa. [ opMoHaIbHBIE
1 MeTaboIMYeckue U3MEHEHUSI U MEHCTpyasbHas JHUC-
(yHKIUS, B CBOIO ouepenb, ycyryousioT Tedenue JICT.
OrneHKa rOPMOHAJIBHOTO CTaTyca JEBOYEK-MOJIPOCTKOB
¢ #/ICT 1 HapylIeHUsIMH MEHCTPYaJIbHOTO LIMKJIa TTOKa-
3aja, 4TO y JeBOYEK MJlajliei Bo3pacTHOU rpymnsl (11—
13 net) ¢ H/ICT oOHapy>xeHO NOBBIIIIEHUE YPOBHS (OJI-
muKynoctumyiupytomero ropmona (PCI) u cHmxenue
motenHm3upytomero ropmona (JIIN), namexc JII/OCT
Obu1 cHIDKeH 110 0,7, 9TO COOTBETCTBYET MH(pAHTUIEHO-
MY THUITy TOHAJIOTPOITHON (YHKIUH U HEZOCTATOYHOCTH
JIOTEMHOBOM (ha3bl.

VY nesouek-nogpoctkoB ¢ HJACT (1416 net) 55%
Takke ObIIa AMAaTHOCTHPOBaHA HE3PEIOCTH ITOJIOBOH CH-
CTEeMBI, 4TO, BO3MOXHO, cBsizaHo ¢ HJICT (uHmekc my-
OeprartHoii 3penoctu MeHee 1,0), onmHako y 45% nanueH-
TOB OTMEYEH BBICOKHI HHJICKC IyOepTaTHOH 3peocTh
(2,0-2,5) [37]. TopmoHanbHBIH CTATyC TOAPOCTKOB C
HCT/] oboux monoB oTnuyancs 6onee BBICOKUM YPOB-
HEM TOHAJOTPONHHOB, YEM Y 30POBBIX CBEPCTHHKOB.
[Ipu 5TOM y NalIMEHTOB ¢ MUHUMAJIbHBIMH MTPOSBIICHUS-
MU guciiiazuu ypoBeHb @CIT ObuT 3HAUUTENBHO BBILIE,
YeM Yy JIMLl KOHTPOJIBHOU TPYMIIbl U Y TTALIUEHTOB C yMe-
PEHHOM U TSKENON CTENEHSMH TSDKECTH, a ypoBeHb JII
ObUT CTaTUCTUYECKH 3HAYKMMO BBILIE, YEM B KOHTPOJIb-
HOH IpyIIe.

OaHako mpH TSDKENOM AMCIUIa3MM OOHAPYKUINCH
TeHepHBIE 0COOEHHOCTH TOPMOHAIBHOTO cTaryca. Tak,
B rpymiie aeBouek Ha ¢one Tsorenon JICT yporaun @CI'
OBUTH CYIIECTBEHHO CHW)KEHBI 1 IMETTH 00paTHYIO0 KOp-
peIALKIO CO CTENEHBIO TXKECTH AucIIasuu. B rpynme
MaJIBYMKOB OBUIH OTMEUEHBI BBICOKHE 3HAUCHUS [TOKa3a-
teneit @CI u JII' npu nerkoit crenienn HACT u HU3KHE
KOHIIEHTPALUU IIPU TsKesloi crenenu [37]. Oro cBue-
TENBCTBYET O TOM, YTO NPHU TSKEIOW CTENeHH HaOIo-
JIaeTCsl yTHEeTEHHE TOHAJOTPOIHON (DyHKIIUH THIIo(U3a,
TOrJa Kak MpH MUHUMAJIbHBIX AMCIUIACTUYECKUX HU3Me-
HEHUSIX MMEET MECTO BBICOKAas TOHAJOTPOIHAs aKTUB-
HOCTh. ['mneprponakruaeMuto y nojpoctkoB ¢ HIACT
ucclezoBaTeNid OOBSACHSIOT Kak peakiuio, 00yCIoB-
JICHHYIO HEa/IeKBaTHbIM OTBETOM OpraHH3Ma Ha CTpecc.
M3BectHo, uro mamuentsl ¢ HJCT xapakrepusyrorcs
HaJIMYMEM KjlacTepa 3MOLMOHAIBHO-TUYHOCTHBIX U Xa-
PaKTEPOIOTHIECKUX OCOOEHHOCTEH, UTO TOXKEe TpedyeT
nrybokoro n3yuenus [38, 39].
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Hamuune JICT y MaapbuMKOB TakKe MOXKET JIEKATh
B OCHOBE 3a/IEP’KKM II0JIOBOTO Pa3BUTHSA, B TOM YHCIIE
CHMIITOMOB, KOTOpBIE TPeOYyIOT XHPYprHIeCKOTO BMe-
IaTeNTbCTBA, TAKUX KaK MHKPOIICHUC, THIIEPMOOWIIB-
HOCTb, THUIOIUIa3usl simuek u Bapukounene [40]. Oxaum
n3 nposiaeHuit JICT y MyKUuH MOXKET TakxkKe SBIIAThCS
Bapukorene. [Ipu obcnenoBannu 721 mamnueHTa B Mo/I-
POCTKOBOM BO3pacTe C JUArHO30M BapUKOIENe ObLIO
YCTaHOBJICHO CIIEAyIOlIee: y TeX MallueHTOB, KOTOphIE
HUMENIM pelUIMB BapHKollene, BepuuIpoBaHo Oolee
cemu amarHoctudeckux npusHakoB HCT, uto mosBo-
nseT paccmarpuBath cuHapoM HIACT kak npuumHy paz-
BUTHUS pelUArBa. XapaKTEPHbIM I STHUX MAIlEHTOB
SBUJIOCH TO, YTO Y HUX OOHApPY>KEHO TOBBILIEHHE YPOB-
HS MOJIOBBIX TOPMOHOB (3CTPaAno0Jia U TECTOCTEPOHA) B
KPOBH JIO30BUJTHOTO CIUIETEHHsI B AECATKU U COTHU pa3s,
YTO MOXET CBUJETEIbCTBOBATH O TOPMOHAIBHOU PEry-
JSIIAW TAHHOTO TIATOJIOTHYecKoro mporecca [40].

Hammane u/ICT y manmMeHTOK COMPSIKEHO C BBICO-
KUM PUCKOM T€CTallMOHHBIX OCJIOKHEHMH, TaKUX Kak
YIpOXKAIOIIMK U HauyaBIIMMCA BBIKUIBIII, HCTMUKO-LIEP-
BUKaJIbHAsl HEIOCTATOYHOCTh, TPEXKIEBPEMEHHOE H3JTH-
THE OKOJIOTUIOJIHBIX BOJ| U PETPOXOpHaIbHAs TeMaToMa
[41, 42]. IIpu obcnenoBannu 80 GepeMEHHBIX KEHITUH
C Yrpo30il MpPEeXACBPEMEHHBIX POJOB M HUCTMHKO-IIEp-
BUKaJIbHOH HEJOCTATOYHOCTBIO PACIPOCTPaHEHHOCTh
¢enotunuuecknx npuszHakoB HJACT mnpesbimana 90%
[43]. Onucannbie BbIIE OCOOEHHOCTH TOPMOHAILHOTO
nucOananca M MOJIOBOTO Pa3BUTUS MOAPOCTKOB MOTYT
0TYacTU OOBACHUTH NOJyYEHHbIE JaHHBIE O HETAaTUBHOM
Biusiaud HACT Ha penponyKTUBHYIO (QYHKIHIO U KEH-
IIMH, 1 MY>KYHH.

HenocrarouHocth muTaHus — CUMOTOMOKOMILIEKC,
UMEIOIIMN BaXXHOE MEAMKO-COLUAIbHOE 3HAYCHHE B
CBSI3W C BBICOKAM PHCKOM HEOIarompHATHBIX MPOTHO-
30B, aCCOLIMMUPOBAHHBIX C HAJMYMEM JAHHOI'O CHUHAPO-
Mma. [lonmararoT, 9TO 3HAYUTENbHAs YacTh HAPYIICHUH
oOMeHa reHeTHyeckn 0O0yCIIOBIICHA W OIPENEIISIONLY O
POJb B 3TOM UTPAIOT MYTAIlUH TE€HOB aJIMTIOKMHOB U pe-
HENTOPOB K HUM. AJTMTIOKHHBI — TOPMOHOMOJOOHBIE Be-
IIECTBa, CEKPETHPYEMBbIE KUPOBOH TKAaHBIO, AUCOATaHC
KOTOPBIX MOXKET MPUBOJUTH K METaOOTUYECKUM Hapy-
menusM. Haubonee xopomio u3ydeHbl OMOJIOTHYECKUE
3¢ dekTbl agUNOKWHOB TpU abJOMHUHAIBHOM OXHpe-
HUM, METa0OJIMYECKOM CHHIPOME U aCCOLUHPOBAHHOM
¢ HuUM mnaronoruu [44, 45]. Beuny umetromierocs aedu-
LUTa 3HAHUN NATOreHe3a HEeAOCTaTOYHOCTU TUTAHUS Ha
(hoHE BBICOKOH YaCTOTHI U BBIPAXCHHOCTH HApPyIICHUH
HYTPUTHUBHOTO cTaTyca y nauueHtoB ¢ ICT Gblia mpen-
MIPUHATA MONBITKA OLEHUTh YPOBEHb psAla aJUIOKHHOB
1 perenTopoB K HUM y naredToB ¢ JICT u Hegocrarou-
HOCTBIO IMUTaHUs. Y CTaHOBJIEHO, YTO Y JaHHOM KaTero-
pu¥ NAlMEeHTOB aJlUIIOKMHOBBIA CTAaTyC XapaKTepU3yeT-

CSl CHIDKEHHEM YPOBHS JIENITHHA U PE3UCTUHA B KPOBH
Y TIOBBIIICHUEM KOHIICHTPALUU PAaCTBOPUMEBIX PEIETITO-
POB K JIEITHHY ¥ YPOBHsI afunoHexTiHa [19].

3AK/ZIIOMEHUE

Takum obpazom, JICT BHOCHT cBOM BKJIaa B (hopMu-
pOBaHHE MMATOJOTHUH PA3IHIHBIX CHCTEM M OPTaHOB, Xa-
PaKTepHU3yeTCs IMUPOYANIITIM pa3HOO0pa3ueM MposIBIIe-
Hui. HapymeHnns oOMeHa M TOPMOHAIBHBIN JricOaiaHc
SIBISTFOTCSL HE TOJIBKO ITPOSIBIIEHHEM 3TOTO ITaTOJOTHIe-
CKOTO IIpoIiecca, HO | JISKAT B OCHOBE MIPOTPEeCCHpOBa-
HUS aCCOIMMPOBAHHBIX KIIMHUYECKUX COCTOSHHIA.

[TonnMaHnue ponM TOPMOHATHHO-META0OTHUYSCKUX
HApyIICHUH B Pa3BUTHUU U TCUECHUH aCCOIMHUPOBAHHBIX
¢ JICT 3aboneBanuii umeeT 00JIbIIIOE 3HAYCHUE IS pa3-
pabOTKKN MaTOreHeTHYECKH 00OCHOBAHHBIX AJITOPUTMOB
JMArHOCTUKHU, HAMpaBJICHHOTO JIEYCHUS, BKIIOYas Me-
TabONMMYECKYI0 Tepanuio, PGEeKTUBHBIX NepCcOHUDU-
LUPOBAaHHBIX aJTOPUTMOB MPOPMIAKTUKUA MPOTPECCU-
pOBaHUSA U OCJIOXXHEHHUI MaTOJOTMYECKOro IMporecca,
CIOCOOCTBYIONIMX MOBEIIICHAIO KA9eCTBA )KU3HHU.
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