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AHHOTAIIUS: CBoeobpa3Has cTpykTypa U GyHKIUS COSTUHUTEIFHON TKAaHU CO3/1A€eT
YCIJIOBUS /111 BOBHUKHOBEHUSI MHOKECTBA aHOMAJINI U 3a00JI€BaHNM, BBI3BAHHBIX
T€HETUYECKUMU Ae(EKTAMH C YYaCTHEM OIPEAEIICHHBIX HACJIEICTBEHHBIX N'€HHBIX
CTPYKTYp WJIM MyTareéHHbIM BO3JIEHCTBUEM HEOJIAronpusTHEIX (PaKTOPOB OKpYyKaroIien
Cpelibl BO BHYTPUYTPOOHOM IEepHOJE 1o1a (HeOaaronpusaTHas HK0JI0rHyecKas

o0cTaHOBKa, HeCOATAaHCHPOBAHHOE IMUTAHUE, CTPECC | T.1.). [48-49].

KuaioueBsle ciioBa: HenuddepeHnpoBaHHas AUCIIA3U COCTUHUTEIBHOM TKaHH,

KosutareHonaTtuu, peHorunuueckue npuzHaku JICT.

HMucrnnasus coequautenbaor Tkauu (JICT) - reHeTHYecKkn 00yCIOBICHHOS HAPYILICHHE
Pa3BUTHUSI COCTMHUTEIHHOM TKaHU, XapaKkTepu3ytoleecs AedpeKTaMu ee OCHOBHOTO
BEILIECTBA U BOJIOKOH. B HacTosiee Bpemsi ocHoBHbIMU npuunHamu JICT aBisitoTcst
M3MEHEHHE CKOPOCTU CUHTE3a U COOPKM KOJIJIareHa U 3JacTHHA, He3PEIIbIi CHHTE3
KOJIJTar€Ha M JA€30pTraHu3alusl CTPYKTYPbl KOJUIAT€HOBBIX M JIaCTUHOBBIX BOJIOKOH H3-3a
HeJlocTaToyHOro ciMBanus [50]. DTo CBUIETEIBCTBYET O TOM, UTO N€(PEKTHI

coenunuTenbHol Tkanu nipu JCT BecbMa pa3zHooOpasHBbI.

BoJILIIMHCTBO YYEeHBIX PACCMATPUBAET JUCIVIACTHYECCKHE COCTOSIHUA
coennuutesbHOi TkaHu (JICT) kak HapylieHne ee pa3BUTHS B SMOPHOHAIBHBIN H
NMOCTHATAJILHBIN NEPHO/I, KOTOPOE SIBJISIETCH FTeHeTU4eCKN 00yCJI0BJIEHHBIM. JTO
COCTOSIHHE XapaKkTepu3yercs AedeKTaMmu BOJJOKHUCTBIX CTPYKTYP U OCHOBHOTIO
BeLIECTBA COCAMHUTEIbHOM TKAHH, YTO MPUBOJAUT K HAPYLIEHUIO TOME0CTAa3a HA
TKAaHEBOM, OPraHHOM U OPTraHU3MEHHOM YPOBHSX C NPOrpeIMeHTHHIM TeYeHueM |3,
8,11, 13, 17-19, 25-27, 35, 39-41, 47]. IIporpeaueHTHBIN XapaKkTep MHOTUX (popM
AUCILIACTUYECKUX U3MEHEHHUH 3aCTaBJIAET PACCMATPUBATH 3TO COCTOSIHME KAK
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CTPYKTYPHO-(PYHKIIHOHAJIBbHYI0 OCHOBY M (DAKTOP BHICOKOI0 PUCKA J1JIsl PAa3BUTHUS

npuodpeTeHHBIX 3a60aeBanmii [8, 11, 17-19, 25, 27].JICT He sBnseTcs 3a00jcBaHHEM, a
IpeCcTaBiIsieT cO00M COCTOSIHME, BO3HUKAIOIIEE B pe3yJIbTaTe Peakiluu OpraHn3Ma Ha
HeraTHBHBIE (PaKTOPbI OKpYyKaroten cpenbl [22, 37, 47]. ®enotun hopmupyeTcs B
pe3ybTaTe B3auMOJICUCTBHS TEHOTHUIIA C OKPYKAIOIIEH CPEON U OTPAKAET PEATU3ALNIO
BHYTPEHHUX BO3MOYKHOCTEH, 3aJI0)KEHHBIX B TeHOTHUIE. [ €HOTHUI, B CBOIO OYEpE/b,
onpenensiet penorun [7, 22, 37, 47]. Ilposnenue npusnakoB H/ICT cBsizano kak c
reHeTuyecku oOycnoBneHHbIME fedekramu CT, Tak ¥ ¢ HeOIaronpusATHHIM BO3/ICHCTBHEM
Ha TUIOJ] B yTpOOE, BHI3BAHHBIM PA3IMYHBIMU (paKTOpaMH (T€CTO3bI, XPOHUUYECKAS
TUIOKCHS 1012, CTPECC, HEAOCTATOYHOE MTUTAaHHUE, OCTPBIE U XPOHUUYECKUE 3a00JI€BaHNUs
MaTepu, yXyIeHne sKonornueckoit curyamun) [1, 8-10, 22, 36, 37, 48], koTopsie MOTYT

IIPUBOAUTDH K ITIOBPCKACHUAM I'CHCTHYCCKOT'O MaTCpHalia.

AkTyanbHOCTh TipoOsieMbl gucmopdorenesa (JICT) o0ycnoBieHa BRICOKOU
pPacpoCTPaHEHHOCTHIO €r0 MMPU3HAKOB, YACTOTA KOTOPHIX, IO JAaHHBIM Pa3THIHBIX
uccieaoBanmii, Bapsupyet ot 13 mo 70 % [9, 15, 16, 19, 22, 24, 25, 29, 31, 33, 35, 36, 42].
HabmromaeTcst TeHIeHIMS K HAKOTUICHUIO TeHETHYECKUX Ae(EeKTOB B 00IIeM TeHODOHIE, a
Takke pocT nonu Heauddepenmmporannbix popm ACT [1, 6, 8, 25, 31, 34, 37]. Kpome
TOTO, CYIIIECTBYET MPEIPACIOIOKEHHOCTh K Pa3BUTHUIO MPUOOPETEHHOM MAaTOJIOTHH,
CIIOKHOCTH B (P depeHITNANTBHON JUATHOCTUKE U OCOOCHHOCTH TEUCHUS OTICTBHBIX
kmuHr4Yecknx ¢opwm [5, 8, 10, 11, 26, 34, 39, 44]. 510 NPUBOAWT K CHIYKCHHUIO KaueCcTBa
JKU3HU U YBEIUUYCHHUIO dKoorundeckoro Heomarononyuus [8, 10, 11]. Jlrvogu ¢ ICT
oOpalarTcs K Bpayam B 6 pa3 yarle, 4eM MpeICTaBUTEU APYTUX KaTeropuil, a oomias
JeTanbHOCTH cpean 00sbHBIX ¢ JICT mpeBbIaeT cMEpTHOCTH OT HOBOOOPA30BaHUM U

3a0oseBaHuil opraHoB abixaHus [11].

B ocHoBe Mopdosiorndeckrx HapyIeHu COeAUHUTEIbHON TKaH! JIeKaT
HACJIEICTBEHHBIE U BPOKJIECHHBIE MyTallMU B F€HAX, HEMIOCPEICTBEHHO KOJIUPYIOIIHUX
COCIMHUTEIILHOTKAHHBIE CTPYKTYPBI, (DEPMEHTHI U UX KO(DAKTOPHI, a TAKKE
HeOaronpusTHbIE (PaKTOPhI OKpYKarolel cpeapl. B mociennue roapsl Bce OoJbliee

BHUMAHHNC YACIACTCS IMMATOJIOTHUICCKOMY AN33JICMCHTO3Y, B HaCTHOCTU T'MIIOMAariucMHuu.
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JCT sBnsieTcst MHOTOYPOBHEBBIM MPOILIECCOM, TaK KaK MOXET MPOSBIATHCA Ha

TeHEeTHYECKOM YPOBHE, Ha YPOBHE JucOanaHca EpMEHTHOIO U OEIKOBOTO OOMEHa, a

TaKXe Ha YPOBHE HAPYIICHUI TOMEOCTa3a OTACIbHBIX MaKpO- H MUKpOAieMeHTOB [50].

Cymectpyer nse rpynnsl JICT. IlepBas rpynna - 3To peJIko BCTpeUarOIIruecs
nu¢depeHIMPOBaHHbIE TUCIIIA3UU C U3BECTHBIMU T€HETUUECKUMH AaHOMAIUSMU,
UMEIOIINE ONPE/ICICHHbII T'eHOTUIT U YEeTKYIO KIIMHUYECKYIO KapTUHY (HampuMep,
cunapom Mapdana, cunapom Dnepca-/lannoca, HecoBepIeHHBIH ocTeorenes). OHu

OTHOCSTCS K HACJIEICTBEHHBIM KoJuTareHonatusM - [47,51].

Bropas rpynna - nenuddepennuposannas JICT (HACT), kotopas Haubosiee 4acTo
BCTpEYaeTCs B NEANATPUUYECKON pakTuke. B oTianune ot nuddepeHuupoBaHHON
mucmiazun, HICT - reHeTndyecku reTreporeHHoe COCTOsIHUE, 00YCIIOBIEHHOE T€HOMHBIMU
WU3MEHEHUSIMU BCIEACTBUE MHOTO(aKTOPHOTO BO3JEHCTBUA HA IJI0]1 BHYTpUYTpoOHO. B
OonpIIMHCTBE cityyaeB reHeTnueckue anomanuu npu HJCT ocrarotcs
HEpacro3HaHHBIMU. [ TaBHAst 0COOEHHOCTh 3TUX JUCIUIA3UM - IIMPOKUIN CHEKTP
KJIIMHUYECKUX MPOsBICHUN 0e3 ueTkoi kimHnyeckor kaptunsl, HICT He sBasieTcs

HO30JIOTUYECKON equHuLiel U 1moka He BkirodeHa B MKB-10.

CymectByet ueTsipe ocHOBHBIX denotuna HJICT: 1) mapdanonomoOHbIH:
XapaKTEPHU3yEeTCs aCTCHUYECKUM TEIOCI0KSHUEM, TOJIUXOCTCHOMEITUEH,
apaxXHOIAKTUIIMS, CKOJINO30M, THIIEPMOOMIIBHOCTBIO CYCTAaBOB, MTOPAKCHUEM KIIAITAHHOTO
amnmaparta cep/ia u HapyueHusMu pedpaxiuu; 2) MASS-mogo0HsIi: BKITOUaeT
TUIIEPMOOMILHOCTh CYCTaBOB B COUCTAHUH C HE3HAYMTECIIBHBIMIA aHOMAJTMSIMU CEpIIia
(HampuMep, mpoJIarnc CTBOPOK, JOTIOTHUTEILHBIE XOP/Ibl), a TAK)KE CKEJICTHBIE aHOMAIIUU U
MCTOHYCHHE KOXKH C ydyacTkamu cybatpodum; 3) anmepcomnoqo0HbIi (heHOTHUIT: TIPOSBIISICTCS
TUTIEPIJIACTUIHOCTHIO M XPYIKOCTBIO KOXKH, TEMOPPArndecKUM CHHIPOMOM, CKEJIETHBIMH
JTUCIIIa3UsAMH U TUTIEPMOOMILHOCTHIO cycTaBoB; 4) KCU-denorum (koxa, cepaie, uepen):
BKJIFOYAET HCTOHYCHHUE M CYyOaTpO(DHIO KOXKH, €€ IJTaCTHIHOCTD, TIPOJIArC MUTPATLHOTO
KJIaIlaHa, JIOXKHBIC XOP/IbI, TUIIEBON AM30CTO3, MUKPOTHATHS, 1e(POPMAIIHIO YITHBIX

PaKOBUH U TUIIEPMOOUIIBHOCTD CyCTaBOB.
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Pa3paborana kiaccudukaius BHEIIHAX H BHyTpeHHUX npu3HakoB (peHos) HIACT [52].

BHenHue npu3HaKy MoIpasIeisitoTCsl Ha KOCTHO-MBIIICUHbIE,( aCTCHUYECKUH TUTI
KOHCTHUTYIIUH; TOJIMXOCTEHOMEIHNS; BOPOHKOOOpa3Has («rpyAb carokKHUKa») nedopmanus
IPYIHOH KJIETKU U KuiieBuaHas («kypuHas rpyab») JAI'K; apaxHogaktuiaus (JUIMHHBIE,
TOHKHE, KPUBBIE MAJIbIIbI); BalbrycHas (X-o0pasHas) u BapycHas (O-oOpa3Has)
nedopMaui KOHEYHOCTEN; TUIIOTOHUS, TUIIOTPO( s, HAPYIIEHNE MBIIICYHON CHUITBI,
JMACcTa3 MPSIMBIX MBI XUBOTA, BEHTPAJIBHBIC IPHDKH) KOKHBIE H3MEHEHHUS (TOHKAS,
BsJIasl, TUTIEPPACTSDKUMas KOXka; 3aKHUBJIEHUE paH ¢ 00pa30BaHUEM CIIEIOB THIIA
«TaNKUPOCHOM Oymarm», KeJIOUIHbIe pyOIIbl [1OCIIE TPaBM, FEMOPPAaruHiueCcKHUe MpOsIBICHUS,
BapUKO3HOE PACIIMPEHUE BCH, aTPOPUUECKIE IOHOIIECKUE CTPUM, OYard JICHUTMEHTAIIHH, )

CycTaBHBIC(TUIIEPMOOMIILHOCTD CYCTaBOB) H JIETKWE aHOMAJIMK Pa3BHTHS.

K BHYTpeHHHUM TIpH3HAKaM OTHOCATCS AHOMAIUU Hep8HOU cucmembl (CHHIPOM
BEreTOCOCYMCTON TUCTOHHH, 1e(DEKThI PEUn), 3pumenbHo2o anaiuzamopa (Muomus,
ACTUTMATH3M, BBIBUX M TOJIBEIBUX XPYyCTaJIMKa, BPOKICHHOE KOCOTIa3He, SITUKAHTYC,
roJIyOble CKJICPBI, THIIEP- U TUIIOTEIOPU3M.) CEPOCHHO-COCYOUCTOU CUCTEMbL
(TopakomuadparMaibHOe Cep/lle, MPOJIATChl KITalaHOB Ccep/ia, PaciIMpeHe KOpHei
AOpTHI U JISTOYHOU apTEepPHH, aHEBPU3MBI COCYI0B Ccepila, apTEPH CPETHETO U MEITKOTO
Kanuopa, BApUKO3HOE PACIIMPEHUE BEH, TUArOHAIILHBIC, TONIEPEUYHbIC U MHOKECTBEHHBIC
BHYTPIDKEITYTIOYKOBBIC TIOTIOJIHUTEIBHBIC XOP/IbI, aHOMAJIbHBIC TPAOCKYJIBI JICBOTO
XKETyI09Ka, HINOTIaTHICCKast apTepralibHas TUTIOTCH3MUS, HAPYIICHUS PUTMA U
IPOBOJUMOCTH Cep/ilia, MeTabOoJIMYecKas KapAMOMHONATHS, CHHIPOM BHE3aITHOW CMEPTH)
ovixamenvrou cucmemol (cuaapom Bunbsimca — KemnOerna, OpoHX03KTa3bl, sMbu3eMa,
TUTIOTIIA3Hs JIETKOTO, OyJiie3Has sMpuzema, Tpaxeoobponxuanbhas quckuaesus (TH]I),
TpaxeoOpOHXOMAJIAIINSI, TPAXEOOPOHXOMET AN, TOJIMKUCTO3, TUTICPBEH TUIISITUOHHBIN
CUHJPOM, CIIOHTAaHHBIA MTHEBMOTOPAKC, JISTOYHASI TUTICPTEH3US, CKIIOHHOCTh K

OpPOHXOOOCTPYKITHH) U hopMUpo8anusi OpIoutHol noIOCHU.

CI/IHI[pOM JAUCIIJIa31uH COCI[HHHTCJIBHOP'I TKaHHU IIPOABJEICTCA HEC TOJIBKO BHCIMHUMH
IIpU3HAKaMH, HO 1 0COOEHHOCTSIMH HMMYHHOT'O CTaTyCa CO CHUKCHUEM aKTHBHOCTHU T-

AUMQOLUTOB, HAPYIIEHUEM (ParouTo3a, n3MeHenneM ypoBHs Ig A, M, G, napyuienuem
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00pa30BaHus U HIMMUHALIUN [UPKYJIUPYIOIIMX UMMYHHBIX KOMILJIEKCOB BCIIE/ICTBUE

CHUKEHUS aKTUBHOCTU MaKpo(daraibHOMOHOIUTAPHOTO 3B€Ha UIMMYHHUTETA, a TAKKE
HapyILIEHUEM MECTHOTO UMMYHUTETA 3a CUET CHIKEHHsI ypoBHS SIgA u IgA B cirone [3,
4,7,10, 11, 28, 31, 36]. Dto npuBoauT K TOMY, 4TO Yy Acteii ¢ JICT mHorme
npuoOpeTeHHbIE 3a00JIeBaHUs IPOTEKAIOT OOJIee TAXKEI0 U UMEIOT 0COOEHHOCTH
KJIMHUYecKoro Teuenus [2—4, 8, 9, 20, 21, 23, 25, 32, 35, 42]. B ycnoBusx KpyImHOTO
MPOMBIIINIEHHOT'O PETHOHA, B KOTOPOM HEOJIaromnoayyHble 3KOPaKTOpbl TPUBOAAT K
(OpMHUPOBAHUIO «BTOPUYHOTO IKOJIOTUYECKOTO UIMMYHOIe(DULINTAY, BIUSIIOT Ha
MeTabO0IM3M COSAUHUTEIbHONW TKaHU, COCTOSIHUE KJIIETOUHBIX MEMOpaH, OTPULIATEIbHOE
siusaue JICT nposieisiercs 6osiee BeipakeHHO [3, 10, 29]. VXyaiieHne 3K0I0THH
npuBoauT K yvamenuto J{CT, Tak kak Iprcroco0ieHrne K BO3ACHCTBUIO
HEOJaronpusITHBIX (PAKTOPOB YEIIOBEUECTBOM OCYIIECTBIISETCS MPEXKIE BCETO YEPe3

u3MeHenus, npoucxoasmme B CT [22].
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