COBPEMEHHAA PEBMATONOTHA N2'009

0630P

HeaudepeHunpoBaHiaa aucnnasunsa
COCAMHUTENbHON THAHMN

T.A. Taoyr, O.M. KapaTbim

benopyccras meduyunckas axademus nocaeduniomuozo oopazosanusi, Mumnck
Koumaxmui: Tamapa Jimumpueena Taoym tamara_dt@mail.ru

CoeaHNUTEIbHOM TKaH!, 3aHuMatomeir 50—80% macchl Te-
Jla, OTBOAUTCS 0cobas posib B opraHusme yesoseka [1—3]. OnHa
BBITIONTHSIET 5 BaXKHEUIINX (YHKIUI: OMOMEXaHUIECKYI0, TPO-
(uueckyio, 6appepHYIO, TUIACTUYECKYIO M MOP(POTEeHETUIECKYIO.

CTpYKTYypHBIMU 2JIEMEHTaMU COEAMHUTEbHON TKaHU, pa3-
BUBAIOLIEHCS U3 ME3EHXUMBI, SIBIISIIOTCS KIETKU: (GUOPOOIACTBI
U1 UX PAa3HOBUAHOCTU (KepaTo0aacThl, 0CTe00J1aCcThl, XOHAPOO-
JIaCThl), OJJOHTOOJIACTBI; TYYHbIE KJIETKU (JIAOPOLIMTHI); MaK-
podaru (TUCTUONUTHI) U IKCTPALISIUTIONSIPHBIN MAaTPUKC (BO-
JIOKHA KOJIJlareHa, 2JaCTUHA M OCHOBHOE BelecTBo). Dub-
pobaaCThl MPOAYLUPYIOT MPOTEOTTUKAHBI U TJTUKOMPOTEUIbI
OCHOBHOTO BEIIeCTBAa, CUHTE3UPYIOT PETUKYJISIPHBIE, 2JIaCTU-
HOBBIE BOJIOKHA, KOJIJIAaT€H, PEryJUPYIOT CTaOMIBHOCTh 3TUX
37IeMeHTOB. Ty4Hble KJIETKU CEKPEeTHUPYIOT T'MCTAaMUH, Tera-
pvH, nopaMuH, CEPOTOHUH, PETYJIUPYIOT TPOHUIIAEMOCTH OC-
HOBHOTO BEIlECTBA, YYaCTBYIOT B UMMYHHOM OTBETE U MeTa-
0onr3Me KoJulareHa, BIUsIOT Ha CBEPThIBAEMOCTb KPOBU U 00-
MEH XMpoB. Makpodaru (Kji1eTKu, CriocoOHbIe K (haroluTosy,
a TaKXe ceKpeTupylone GepMeHTbI, TPaHCIIOPTHBIE OEIKH,
MPOCTarJIaHUHBI, JIEWKOTPUESHBI, KUCIOPOMHBIC PaJNKAaIIbl)
YYacTBYIOT B UMMYHHBIX U BOCTIAJTUTEIBHBIX PEaKIUSIX, BbI-
MONHSIOT OapbepHylo (GyHKIUIO. OCHOBHBIM CTPYKTYPHBIM
0eIKOM 2KCTPaleJUTIONSIPHOTO MaTpUKCa SIBAsIETCS] KoJiia-
reH. B 3aBUCHMOCTH OT 0COOEHHOCTEN CTPYKTYPHI BBIACISIOT
19 TUIIOB KOJUTareHa, KOTOPBIA BCTpevyaeTcsl B pa3IMIHbBIX TKa-
HSIX opraHu3Ma. biaromapst MoJieKynam KojutareHa obecreun-
BaeTCcsl TPOYHOCTh COCOIUHUTEIHBHON TKAaHU, €€ PUTHUIHOCTD.
DracTuH SIBSIETCS TJIABHBIM KOMIIOHEHTOM CBSI30YHOTO af-
rnapara, CrocoOCTBYET TOMY, UYTO TKaHU MOTYT PacTSITMBATbCS
UM BO3BpallaThCsl K MpexHel dhopme, Hamonodue MpyXUHBI.
BBuay Hanuuus gaHHOro Oejika Koxka, COCyAucTasl CTeHKa,
TKaHW CepJlla, JIETKUX, KUIIIeYHasl CTeHKa, CYXOXWINS TIPU-
obperaloT a1acTuueckue cBoiictBa. OCHOBHOE BEIIECTBO CO-
€IMHUTEIbHON TKaHU COCTOWT M3 MPOTEOTIMKAHOB, TJIMKO-
MPOTEUA0B, MUHEPATbHBIX BELIECTB — COJIEN KaJlbliUsl, Kaausl,
marHusi, HaTpus [3—8].

IotHast oopMiIeHHasI COEIMHUTENIbHAsST TKaHb BXOIUT B
COCTaB KOXU, CBSI30K, CYXOXWUJINiA, haciuii, ppixyiasi HeohopM-
JIeHHasl — B CTPOMY APYTUX TKaHeil u opraHoB. Kpome Toro, u3
COEMHUTENIbHON TKAHU COCTOSIT CMHOBHAJIbHbBIE M CEPO3HbIE
000JIOUKM, JIEHTUH, 3MaJjib, IyJiblla 3y00OB, pOroBulia, CKJepa,
CTEKJIOBUIHOE TENO IJ1a3a, Oa3aJbHble MEMOpPaHBI COCYIOB U
SMUTENTUS, CUCTEMa HEMPOTIIMY, PETUKYJISIPHAST TKaHb.

B Hacrosiiiee BpeMst ¢ IOMOIIBIO MOJIEKYJISIPHO-TeHEeTUIe-
CKUX METOJOB OTIpe/IeIeHbl CTPYKTypa W JIOKAIU3AIUSI TEHOB,
OTBEYAIOIIMX 32 CUHTE3 PA3TMYHbIX 2JIEMEHTOB COEIUHUTETbHOM
TKaHU. MyTauuy reHoB, NMpuBOIslIMe K AedeKTaM COeluHU-
TEJIbHOW TKaHM, CIOCOOHBI MHIYLIMPOBATh PA3BUTHE LIUPOKOTO
CMeKTpa MaToJIOrMYeCcKUX U3BMeHeHuii B opraHusme |3, 4, 9—22].

Hucruiazus coenunutenpbHoi TkaHu (JICT) — reHeTuuecku
NEeTePMUHUPOBAHHOE HApYIIEHWE Pa3BUTHUS COECAMHUTEIHbHOMN
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TKaHU B SMOPMOHAJILHOM M TIOCTHATAJILHOM TIepUoIaX, Xapak-
Tepusylolieecs AeeKTaMy BOJIOKHUCTHIX CTPYKTYP M OCHOBHO-
TO BeIlleCTBa, MPUBOISIICEe K pACCTPOMCTBY TOMEOCTa3a Ha TKa-
HEBOM, OPraHHOM U OPraHM3MEHHOM YPOBHSIX B BUJE pa3iny-
HbIX MOP(OGMYHKIIMOHATBHBIX HapyIIeHUN BUCLIEPATbHbIX U
JIOKOMOTOPHBIX OPIraHOB C MPOrPEAUEHTHBIM TeueHueM [9].

[Tpu ACT BbisiBIsIETCS aHOMAJIbHOE CTPOEHME KOJIJIareHa 1
3JIaCTUHA, TJIUKOIMPOTEUIOB, MPOTEOTIMKAHOB, M3MEHSETCS
dyukums pudpobdractos. C HapylIeHUEM MeTabo13Ma OCHOB-
HOTO BeIlIeCTBa COCIMHUTENIbHOM TKAaHM CBsI3aHa TpyIa 3a00-
JIeBaHUWIi, Ha3BaHHAas «MYyKOIOJIMCaxapuao3bl». B HacTosiiei
cratbe noinet peub o [JCT, 00ycoBlIeHHOI MaTojorueit ee Bo-
JIOKHUCTOM YacTH.

B pesynbsrate pasHOOOpa3HBIX MyTalluil (IeIelnu, WHCep-
1IN, TOYCUHBIC MYTalliM) B TeHaX, KOMUPYIOIINX 00pa3oBaHUe
3JlaCTUHA WJIM KoJulareHa, (GopMHUPYIOTCS TATOJIOTHYECKHUE
TPUMMeEPbl BOJOKHUCTBIX CTPYKTYP COCAMHUTEIbHON TKaHU,
YTO BEJET K HApYIIEHUIO CTPOeHUs U (DYHKIIMKU OPraHOB U CUC-
TeM [3, 4,9, 10, 13—16, 18, 20, 22].

Cunngpom JICT (CACT) onucan B crpanax CHI B 1990 .
(OMCK), HECKOJIBKO paHee OH BbIIEICH B KiIacCH(bUKaIuy 3a00-
JIEBAHUN CEPACYHO-COCYIUCTON CUCTEMBI Hblo—PIopKCKoﬁ ac-
couuanuu kapauosaoros (NYCA) [23].

B nurepaTtype MoxxHO BcTpeTuTh cMiHOHUMBI TepMuHa C/ICT:
«ME3eHXMMaJIbHasi HEeIOCTaTOYHOCTB», «ME3€HXMMaJlbHasl IUC-
IJIa3usl», «CJab0CTh COCMMHUTEbHOI TKaHn», «[1CT», «coemm-
HUTEJbHOTKAHHAS JMCIUIa3Us CO CMEIIaHHBIM (DEHOTUITOM»,
«reHepanuszoBanHas JICT, Bkmouaromas MASS-deHoTHIY,
«M30JIMPOBaHHAsI COCAMHUTEbHOTKAHHAS AMCILIA3UST», «CUH-
JIPOM COEIMHUTEIbHOTKAHHOM aucIiiasuu» 3, 8, 9, 11, 24—29].

M.J. Glesby u coaBt. [29] o0cenoBaiv B KIMHUKE MaleH -
TOB C aHOMAaJTbHO JUIMHHBIMA KOHEUYHOCTSIMU, AehopMalusIMu
TPYIHOM KJIETKH, CTPUSIMU U IIPOJIATICOM MUTPAJIbHOTO KjlallaHa
(ITMK) 6e3 cunapoma Mapdana. Bo Bcex ciaydasix BbISIBICHBI
3HAUUTENIbHbIE U3MEHEHUST IKCTPALIEJUTIONSIPHOTO MaTpUKca Co-
eAMHUTEbHON TKaHU. [1o3xKe /ISl onrMcaHusl TaKMX MallMeHTOB
aBTOPBI TpeaIoXuan TepMuH «MASS-denotun» (Muscle,
Aorta, Skeleton, Skin). Tem He MeHee, UMeHHO TepMUH «IT1C»
TTOJTYYMJT IIMPOKOE PACTIPOCTPAHEHHE B PYCCKOSI3BITHBIX ITyOJIH -
Kauwmsx |3, 4, 28, 30—39].

Boigenstior nquddepeHuupoBaHHbie U HeauddepeHIpo-
BaHHbIE JIUCILJIA3UM COCAMHMTEbHOU TKaHu |3, 4, 9, 28, 40].
[MepBast rpymma He TPEACTaBISIET TPYAHOCTEN TSl TUATHOCTH -
KU, TaK KaK XapaKTepu3yeTcs OINpeaeICHHBIM TUITOM HaCJIeI0-
BaHUs, YCTAHOBJICHHBIMU TCHETUYCCKUMU Ie(PeKTaMM, YETKO
OYepUYCHHON KIMHWYeCKoM KaptuHoi. K muddepeHmmpoBaH-
HeiM  JICT ortHocaT cuHapom MapdaHa, cuHIpPOM
Ehlers—Danlos (Dnepca—/laHio), HecoBepllIeHHbI OCTeOreHe3
Y CUHIPOM BSIJION KOXKMU.

B ocnose Hemuddepentmmposannoit JCT (HACT) nexut He
YETKUI TeHeTUIeCKUii MapKep (TeHeTUIeCKUid JeeKT ¢ ompesie-
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JIEHHBIM TUITOM HacJeI0BaHMsl), a MyJIbTU(AKTOPHbIE BO3IEHCT-
BUSI Ha TUTOM, CIIOCOOHBIE BbI3BATh Je(hEKThl TEHETUUECKOTO ara-
pata [3, 4, 28, 41]. HACT — reHeTuyecku pa3HOpOIHAs TpyIIa
COCTOSTHMIA, TIPY KOTOPBIX COBOKYITHOCTD (DEHOTUITMICCKUX TIPH-
3HAKOB He YKJIaJbIBaeTCsl HU B OMH M3 CUHAPOMOB nuddepeHIm-
posanHoit ICT. B HacTosiiee BpeMsl MOSIBUIUCH TTyOJIMKALIMU O
POJIM 9K30T€HHbBIX (DaKTOPOB B Pa3BUTUM J€30PraHU3aLIMU COCTU -
HUTeJIbHOM TKaHU. K HUM OTHOCSTCS HeOIaronpusiTHasi 9KOJIOTH-
yeckasi 00CTaHOBKA, HealeKBaTHOEe MUTaHue, ctpecchl [42]. Ha-
60p (PEHOTUNMMUYECKUX M KIMHUYecKuX cumrrromoB ipu HACT
00YCJIOBJIEH BBIPAXKEHHOCTBIO CTPYKTYPHO-(DYHKIIMOHAIBHBIX Ha-
PYILIEHU TBEPIOI U PHIXJION COEAMHUTENHHOM TKAHU 1 OCJIOXKHE-
HUSIMU, (POPMUPYIOILIMMUCS B MPOLIECCE OHTOTeHEe3a.

VYkazanus Ha nposiBiieHust CACT nosiBuivch B 1uTepaType
B KoHle XIX B. [Toaxonbl K uccieaoBaHUO CUHIpoMa, Oe3yc-
JIOBHO, 3aBUCEIN OT AUArHOCTUYECKUX BO3MOXKHOCTEI TOTO
BPEMEHU.

B 1892 . A.H. YepHory6oB (rpodeccop, AepMarToyior) Ha
npUMepe HEeCKOJIbKMX MallMeHTOB BIEpPBbIE OMUCAT TUIIEPMO-
OMJIBHOCTD CYCTaBOB 1 TUIIEPAIACTUIHOCTL KOXKM. B 1896 1. mmo-
SIBUWIOCH oMnrcaHue cuHapoMa Mapdana [43, 44].

B 1901 r. E. Ehlers (marckuit nepmaromnor), a B 1908 .
H.A. Danlos (dpaHIy3cKuii 1epMaToior) OnMcaad CUMITTOMO-
KOMILJIEKC, COYETAIOIIMi B cede TUIeppacTsKUMOCTb KOXMU,
LIUPOKUE aTpoduuecKue pyolibl, TMIIEPMOOUIBLHOCTh CYCTABOB,
KOTOpPBI 3aTeM ObL1 Ha3BaH uX uMmeHamu [45]. B Hactosiiee
BpeMSI BBIIEJISIIOT 6 TUIIOB cuHIpoMa Diepca—danio [46, 47]:
KJIaCCUYECKUI, TUTIEPMOOMIBHBIN, COCYIUCTHIN, KU(POCKOINO-
TUYECKUU, apTPOXaTa3uiHbINA, AepMATOCIIAPAKCUYECKUNA.

A.J. Lewis, J.P. Reidy, a 3atem P.H. Beighton onucbiBanu y
CBOMX MALIMEHTOB TaK HAa3bIBAEMbIi CUHIPOM BSUION KOXMU, TJ10-
ckoctonue. JlaHHble MPU3HAKU, B TOM 4YUCJIE€ OCOOEHHOCTU
BHEUIHOCTHU, HEPEJKO MPOCTIEXKUBAIUCH B HECKOJIBKUX MOKOJIEe-
Husix [48, 49, 50].

B 1967 . J.A. Kirk u coaBt., paccMarpuBasi CHMITOMOKOM-
MJIEKC, B OCHOBE KOTOPOTO JIEXKUT TMIEPMOOUIBHOCTD CYCTABOB,
MPeUTIOXUIU TEePMUH <«CUHIPOM TUIIEPMOOUJIBHOCTH CyCTa-
BOB», COOOIIMB O BBISIBICHUM CUMIITOMOB CMHOBUTA M XapaK-
TepHbIX (DEHOTUIMUYECKUX TPU3HAKOB B Tpymnme nereir [51].
BriocnenctBum 310 MccieqoBaHNEe CUHAPOMA TUTIEPMOOMIBHO-
CTH CYCTaBOB Ha30BYT «ITMOHEPCKUM» [52].

B 60—70-¢ roger XX B. BHEAPEHME B KIMHUYECKYIO IIPAKTH-
Ky OxoKI' mno3Bojausio omnpeaeauTh pasjivuyHble MOpakeHUs
cep/lia U cocynoB, BKIoUeHHble B cuMnTomokomiuieke HACT.
B nuteparype BcTpeyaeTcst HeMajio ONMCaHUii a0PTAJILHOTO CTe-
HO3a ¥ (UJI1) CTeHO3a JIETOYHOM apTepur CpeInd POACTBEHHUKOB
[53-57].

A.J. Lewis 1 coaBT. cooO1IMIM 0 5 U3 9 TBOIOPOIHBIX OpaTh-
€B C a0PTAJIbHBIM CTEHO30M U «CMe(pUIECKUM» BHEITHUM BU-
oM. Co BTopoii mosioBUHBI XX B. CylIECTBOBaJIa TOYKA 3pEHUS,
4TO (PEHOTUITMYECKUE TIPOSIBIICHUS] Y YMCTBEHHOE Pa3BUTHUE Y
nun ¢ HICT B3auMocBs3anbl, moatomy B 1989 . MLA. Schmidt
MOBTOPHO 00CJIEIOBAJ YWICHOB 3TOM CEMbHU M TTOKa3ajl, YTO YM-
CTBEHHOE pa3BUTHE JIOCH He 3aBUCUT OT HAJTUYMST YKa3aHHBIX
nposiBiieHuit [13, 50].

JIOCTOBEpHO 4YacTo y JIUI ¢ MAToJoTueil cepaiia Ha GoHe
HACT (rnaBHbiM 06pazom [TMK) BcTpeuaroTcst aHomanuu cke-
Jeta, ocobeHHO nmedopmalus TpyaHouW Kietku [9, 38, 52,
58—61], CKOJIMO3 ¥ CUHIPOM «IIPsIMOii criHb» [38, 52, 55, 59].

C 1988 1. MosIBSIIOTCS CTaThbU O TEHETMUECKUX, TMCTOJIOTMYE-
cKux nccaenoBanusx y mauuentoB ¢ CACT [16—18, 21, 48]. Te-
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HeTHUYeckKasl JeTEpMUHUPOBAHHOCTh HapyILIEHUIT oOMeHa coeu-
HUTEJILHOM TKaHM TTONTBEPXKIAETCs pe3yJibTaTaMi MHOTHMX HC-
cremoBanuii [12, 13, 15, 55, 62]. B 1991 &. R.J. Damkier, orucsi-
Basl TIOBBIIIICHHYIO PACTSLKUMOCTh KOXU, TUBEPTUKYIIBI KHUIIIEU-
HMKA, BEHTpaJIbHbIE IPbIKU Y 6 POACTBEHHUKOB 5 IMOKOJIEHMUIA,
MPENTOJOXWII, YTO B OCHOBE YKa3aHHbBIX MTPOSIBICHUIM JICKUT Ha-
pYLIEHUE Pa3BUTHS 3J1aCTUYECKUX BOJIOKOH. B 1994 . P.D. Kumar
Y COABT. BBISIBWIN Y 4 POJICTBEHHUKOB, OTHOCSIIIIXCSI K 3 TIOKOJTe-
HUSIM, CTEHO3 aopThI, JIETOUHBIX apTepuii, crienndburdeckue
BHEIIIHUE TIPU3HAKM, a TAKXKe TIOATBEPANIN CBSI3h MEXIY U3Me-
HEHMEM TeHa 3JIaCTUHA M Pa3BUTHMEM HAJKJIAlaHHOTO CTEHO3a
[63]. Heckonbko mo3naee M.C. Zhang u coast. (1999) yka3zanu Ha
BO3MOXKHOCTb B3aMMOCBSI3U MYTallMM B T'€HE 2JacTUHA Y JIUL C
MOBBILLIEHHO pacTSKUMOCTBIO Koxu [15]. 3a nocaennux 20 et
KOJIMYECTBO PabOT, TTOCBSIIIIEHHBIX U3YUYeHUIO 0COOEHHOCTE 00-
paszoBaHMs ¥ QYHKIIMU 3JIaCTMHA U KOJJIareéHa B OpraHu3Me 4Je-
JI0BeKa, He ymeHbInaercs [13—15, 18, 20, 22, 64—66].

Hapsiny ¢ 00JbLIMM YUCIOM MCCIIeI0BaHUI, KacarolIUXCs
(bopMUpPOBaHUS XOPOILLIO U3BECTHBIX OEJIKOB, K KOHIY XX B. MO-
SIBUJTMICh HOBBIE TAHHBIE O CTPYKTYpe U 00pa30BaHUM COSTUHM-
TeabHOU TKaHW. Cpelln HHUX CJIeIyeT OTMETUTh BBIICICHUE U3
(ubpobaacToB yenoBeka cCreurUIECKOro OeaKa COeIUHU-
TesbHOI TKaHu — ¢ubpwinnHa (L.Y. Sakai u coasr., 1986). AB-
TOPBI I0Ka3aJ1 BEICOKOE COJepKaHUe TOro Oeika B KOXe, JIeT-
KUX, MTOYKaxX, COCYAMCTOM CETU OPraHOB, XPSILLIEBOM U MbIILIEY-
HOIM TKaHM, CYXOXWIIUSX, porosuiie [67].

C 1990 1. mpoBOAATCS YIIyOJIeHHBIC UCCICIOBAHUS CTPYK-
TYPHBIX KOMITOHEHTOB 3JIACTUYECKUX BOJIOKOH. B HacTosiIee
BpeMsI UI3BECTHO, YTO BJIaCTUUYECKME BOJJOKHA — 3TO KOMILJIEKC-
HbI€ 9KCTPaLIC/UTIOJISIPHBIC MATPUKCHBIE MOJMMEPHI, COCTOSIIIINE
KakK MUHUMYM U3 19 pa3inyHbIX 0€JKOB, KOTOPbIE KOAUPYIOTCS
3 reHamu. B pesynbrare nmpu BOBHMKHOBEHMM MYTAallUid B 3TUX
reHax, B 6eJIKaX, KOTOPBIMU M300MITYIOT 3JTACTUIECKIE BOJIOKHA,
BBISIBJISIETCS 1IEJIBIA CTIEKTP (PEHOTUITMIECKUX MTPOSIBJICHUI — OT
0COOEHHOCTEH CTPOEeHUSI CKesleTa, KOXMU 10 COCYAUCTHIX U IJ1a3-
HbIX gedekTon [20].

C.L. Maslen u coasr. Beiaeauau yyactku JJHK, koaupyio-
wue reH puodpwuinHa [21]. G.M. Corson u coaBrt. (1993) noxa-
pobOHO omucanu cTpykTypy reHa [17]. B 1999 . N.J. Biery u co-
aBT. moAcuMTanu, uto Macca reHa FBN 1 coctaBmsieT 200 kb [22].

B 1993 . H.C. Dietz u coaBT. BbISIBUJIM BCTABKY U3 4 HyK-
JICOTUIIOB, MpUBenIyto K mytaiuu reHa FBN 1 y mauueHTa c
IIMK, nonuxocteHoMenueit, paHHE MMUOIMEN U CTPUSIMU,
HO 0e3 crieunguueckux Mpu3HakoB cuHapoMa Mapdana. J1o-
MMOJIHUTEJIbHOE 00CiIeIoBaHWEe MaTepu M Opara IalMeHTa,
omnucaHue o0IMX HEeHOTUITUUYECKUX MTPU3HAKOB (XyIOoIllaBoe
TeaociaoxeHnue, muonusi, [IMK) mo3Bonuian oTHeECTU Tpen-
CcTaBUTEJIEN TaHHOM ceMbU K Tpymnie nauueHToB ¢ MASS-de-
HOTHUTIOM [64].

YV nmaumeHTOB ¢ cuHApoMOoM MapgdaHa BBIACISIOT O0KOJIO
200 BumoB mytaruit B reHe FBN 1. KMcrnonb3oBanue merona
reJib-3JeKTpodope3a MO3BOIMIO BBISIBUTH HEKOTOPHIC BUJIBI
mytaiuii B reHe FBN 1 u y mauuenros ¢ HACT [64].

B HacTosiiiee BpeMsi FeHeTMUECKU OXapaKTepu30BaHbI OT-
NieJIbHBIE TIOATHUIIBI CUHApOoMa Diepca—/laHiio, HaliIeHbl TeHBI,
OTBETCTBEHHBIE 3a pa3BUTHE CUHApoMa MapdaHa U HecoBep-
IIEHHBI OCTeoreHe3, OTMe4YeHa TCHIACHILMSI HacJIeIOBaHMS
HACT 1o XeHCKOoii TMHUH, MPOI0IKAETCS TTOMCK OMOXUMUYe-
ckux mapkepoB CIICT [14—22, 48, 54, 64, 65].

YcTaHOB/IEHO, UTO B OCHOBE Pa3BUTUSI HEKOTOPBIX BapruaH-
toB CJCT nexut cucteMHasi BpoXJJeHHasi HeMOJIHOLIEHHOCTh
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COCNMHUTEIbHON TKaHW BBUIY T'€HETUYECKH OOYCIOBICHHOTO
nedekra cuHre3a kosutareHa I1I tuma, cBsizaHHOrO ¢ Aeduim-
TOM TIETNTHAa3, YTO HapyIllaeT COOTHOIIeHWE KOJUTareH—IIpo-
KOJJIaTeH B CTOPOHY YBEIWYCHUS COACPKAHMS TTOCICIHETO W
MPUBOIUT K HApacCTaHUIO JOJIM HE3PEJIOro KojulareHa B TKaHsX
1 opraHax [65]. YuuTeiBast, 4TO COEAMHUTENbHAS TKaHb — LIEJI0-
CTHasl CTPYKTYpa, MaToJOrusl BOJIOKHUCTBIX CTPYKTYP CO Bpeme-
HeM 00s13aTeJIbHO BBI30BET IMaTOJIOTUIECKIE N3MEHEHUST IPYTUX
KOMTIOHEHTOB 3KCTPALIEJUTIONSIPHOTO MaTPUKCA, YTO MTPUBEIET K
HapyIIeHUSM OCHOBHBIX (DYHKIIWI COCAMHUTEILHON TKaHU.

Hapsiny ¢ mmpokum BHeApEeHHEM TeHeTUUECKUX, UMMYHO-
TUCTOXMMUYECKUX, OMOXMMUYECKHUX METOIO0B JUMAarHOCTUKU
HJICT ocHOBHOE MECTO B KJIMHMYECKOM MPAaKTUKE OTBOIMTCS
orpeaesieHnto (peHorunuuyeckux npusHakos JACT [2, 4, 9, 10,
24,28,52, 58, 66, 68—73]. OTMe4€eHO, YTO JaXKe [TPU HAJTMIUH re-
HETMUYECKOTO KOHCYJIBTUPOBAHUS HEBO3MOXHO TOYHO KJIACCH-
dummposars ACT [29]. Hanuune 3—4 dbeHOTUNTUUECKUX TIPU-
3HakoB [ICT (Mopdoaucmniazumn) umeer 00bII0E 3HAUEHUE IS
HavaJia rorMcKa MaJIbIX aHOMaIMii cepana [2, 9, 28, 58, 68, 71].

HecmoTtpst Ha Bo3pacTamoluii ¢ KaXkIbIM FOIOM MHTepeC K
npobaeme JICT, B caMOCTOSITEIbHYIO HO30JIOTUIO JaHHbIN CUH-
npoM He BeiaesneH. CuHapombl nuddepenmposanHoit JCT u
HJICT moxxHo HaiiTu B oTaeabHbIX pyopukax XIII, XVII knac-
coB MKbB-10 [74].

HJICT yacTo He IMarHoCTUpPYyeTCsl, MTPOTEKaeT MO MAaCKOM
Ipyroi maronoruu [9, 26, 58, 72]. B pesyibrate omnpeacieHue
WCTUHHOM YaCTOTBI JAHHOTO CUHAPOMA B ITOMYJISIIIAN 3aTPyIHE-
Ho, Tak Kak JJCT MoXeT ImposIBIAThCA Y TTAallMEHTOB JIUIIb He-
CKOJIbKMMU MajIo3aMeTHBIMU IIpu3Hakamu [8, 61, 73, 75].

J1o HACTOSIILIEr0 BpeMEHU He CYIIECTBYET €AMHOTO MHEHUSI
oTHocuTenbHO TOro, sBisiercss i HCT 3aboneBanueM. Psn
aBTOpOoB yKa3biBaloT, uto HCT — nmatosoruyeckoe cocTosiHue,
KOTOpPO€ MOXKHO CUWTaTh 3aboJieBaHMEM, KOTa BO3HUKAIOT
KJIMHUYECKN 3HAYMMBIC TTOPAKEHUST OPTAaHOB U CUCTEM [9].

Hpyrue aBropsl paccmatpuBatoT HIACT kak 3aboneBaHue,
XapakTepu3ylolleecsl He TOJIbKO MOPMOJOTUYECKUMU U3MEHE-
HUSIMU, HapyllIEHMEM OpraHOTreHe3a, HO U BereTaTUBHBIMM pac-
cTpoiicTBaMu, aputMmueii [61, 76, 77]. Beicka3bpIBaloTCS TIPEAIIO-
soxeHus 06 accounaunu HIACT ¢ HelpouupKyJIsITOpHOI acte-
Huel |9, 25, 34, 37, 77—82], 4To, BO3MOXHO, CBSI3aHO C OJHO-
BPEMEHHOM 3aKJIaJKON TMIIOTaJaMO-TUITO(pU3apHO-HaaIIOYey -
HUKOBOI CUCTEMBbI M COCAMHUTEIbHOM TKAaHU B 9MOpHUOTreHes3e.

W3spaunnbckue yyenbie [83] mokazanu, uto namueHtaMm ¢ JICT
Heo0s13aTeJIbHO BBITIOTHSTH CIeIIMaIbHbIC TECThI, OIICHUBAOIIINE
COCTOSTHUE BET€TATUBHON HEPBHOUW CUCTEMBI. Y BCeX MAIIIEHTOB
WMEJTCh MMPU3HAKU BETeTAaTUBHOM TUC(HYHKIIUN, TOCTOBEPHO Ya-
111€ BO3HUKAJIM TIPECUHKOIATbHBIE COCTOSTHUS, TIepedou B paboTe
cepaua, IMCKOMMOPT B TPYIHON KIETKE, yTOMJISIEMOCTb, TUIoXast
nepeHocuMocThb kapbl [83]. B cBoto ouepens L.A. Freed u coaBr.
|84], uzyuasiue pacnpoctpaneHHocTs [IMK B monynsuuu, mo-
KazaJid, 9TO YacTOTa BeTeTaTUBHON TUChYHKIIUN TOCTOBEPHO He
paznuuaercs B rpynmax ¢ [IMK u 6e3 Hero.

B nocienHue ronbl MHOTHE aBTOPBI OTMEYAIOT MOBBIIIEHUE
pacrpoCTpaHEHHOCTH HapyLIEHUH CTpOeHMsS U MeTabonu3ma
COCIMHUTEILHOM TKaHU B BUAE MaJIbIX aHOMauii cepaua [1, 3,
4, 28, 62, 68, 85—87]. K HUM OTHOCSAT TMpoJarncel KjiaraHoB,
aHOMaJTbHbBIe XOpabl (AX), aHEBPU3MBI MEXIIPEICEPIHON Tiepe-
TOPOJIKU, OMKYCITUIATbHBINM a0pTaIbHBIN KJIallaH, KOTOPBIC 10
BHenpeHust Y3U cepilia B KIMHUYECKYIO MTPAKTHUKY paclieHUBa-
JIUCh KaK BPOXIEHHBIC MU MPUOOpPETEHHbIE MOPOKU Ceplia.
Yacrora [IMK u AX B nonyisiliud — COOTBETCTBEHHO 4—12 u
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2—30%; oHu ABIAIOTCS (DOHOM JUISI Pa3BUTHS OCIOXKHEHUMA —
HapyIIeHU puT™Ma ¥ TPOBOAUMOCTH, HEIOCTATOYHOCTH KPOBO-
obOpatieHus1, MH(PEKIIMOHHOTO SHI0KApAUTa, TpPOMOOIMOOIUN
COCYIOB rOJIOBHOTO MO3ra U BHe3amHo#i cmeptH [25, 33, 41, 62,
70, 79, 82, 88—91]. IIpu [IMK cTpykTypa MUTpaTbHOTO KJIara-
Ha XapaKTepu3yeTcsi UBMEHEHUEM CPETHETO CJI0sI B BUIE MUKCO-
MaTO3HOIN mepecTpoiiku. M3-3a paspacTaHus MUKCOMIHOM
CTPOMBI CTBOPKHM YBEJIMYMBAIOTCSI, HAUYMHAIOT TIPOJIA0MpPOBATh.
[Tpu 3TOM HamPHIB U hparMeHTAIINST BOJIOKOH KOJIJIaTeHa, BBISB-
JISeMbIe C TIOMOIIBIO 3JIEKTPOHHON MUWKPOCKOITUM, CO3JAI0T
OaronpusITHBIE YCIOBUS AJIsT pa3BuUTHs TpoMOoB [12, 19, 92].

ITpu HACT umerorcst CTpyKTYpHbIE U3BMEHEHMST apTepuil 1
BEH Pa3/JMYHOM JIOKAIM3ALMU U Kaaubpa, YTO MOXET MPUBO-
IUTh K (DOPMUPOBAHUIO aHEBPU3M apTepuil, BapMKO3HOU 60-
JIE3HW BEH B MOJIOJIOM BO3pacTe, HapylIeHUI0 (yHKIIMHU COCY-
JIOB, Pa3BUTHUIO CEPHE3HBIX TEMOANHAMUYICCKUX CIBUTOB [24].

OnucaH TopakoauadparmanbHbiii cuHapom npu HICT,
XapaKTepU3YIOLLIMIACSI YMEHbIIEHUEM 00beMa Py IHOU MOJIOCTH,
peayKIueid COCyauMcTOro pycjia Majoro Kpyra KpoBooOpaille-
HWsI, TIOBBIIIEHWEM MaBJIEHUs] B CUCTEMe JIETOYHOU apTepuu,
cIaBJICHUEM, CMEILICHNEM, POTALMeil KPYITHBIX COCYIOB U Cep-
ua [39, 59, 61, 71, 76].

Hepenxko y mainueHTOB ¢ (PeHOTUITMUECKUMHU MapKepaMHu
HJICT o6HapyXuBarOTCsI CTOMKUE MPOSBICHUS TacTpod30are-
aJbHOI pedIIOKCHOI 00JIe3HU, MOBBIIIEHHOW KPOBOTOUYMBO-
CTH, TeMOTJIOOMHONATHH, TpoMbouuTonatuu 24, 26, 31, 93].

Kmmauko-mopdonornyeckumu mipossBieHusmu CACT
SIBIISIIOTCSL TaKKe M3MEHEHUSI PeNpOmyKTUBHON (aHOMaIUM
pa3BUTHUS U PACITOJOXEHHUS MOJIOBBIX OPTraHOB, CaMOIIPOU3-
BOJIbHBIE A00PThI, TUCHYHKIIUS SUYHUKOB Y XKEHIIMH, €BHYXO-
WUIM3M U BapuKollesae Yy MY>KUMH), MOYEBbIACIUTEIbHOI (HED-
pONTO3, YIBOEHWE MOYKU Y MOUYEBBIBOISIINUX ITyTei, aTOIMS
YaIIeYHO-JIOXaHOYHOM CUCTEMBI), IBIXaTeIbHOM (TOJUKHUCTO3,
CIIOHTAHHBIC ITHEBMOTOPAKChI HESICHOTO ITPOMCXOXICHUS,
TpaxeoOpOHXMAIbHbIE AUCKUHE3UM, TUIEePBEHTUISILIMOHHBIN
CUHJIPOM), a TaKXKe MBIIIEUYHOM, KOCTHOM CUCTEM, KOXM, Ia-
TOJIOTUS CYCTaBOB, OPraHOB 3pEHUsI, CUCTeMbl KpoBu |3, 4, 9,
30, 38, 52, 58, 68, 69, 93].

CHCTEeMHOCTDh TIOpPaXKEHMST COCOAUHUTEIbHOU TKaHU TIPU
HACT He MOXeT He OTPa3UTbCs Ha TeYCHUM OEpEeMEHHOCTU U
ponoB. JlaHHbBIE O COCTOSTHUM 30POBBSI XKEHIITUH PEITPOTYKTUB-
Horo Bo3pacTta ¢ HIICT B pycCKOsI3bIYHOM U 3apyOesKHOM JTuTe-
paType HEMHOTOYMCJIEHHbI M MPOTUBOPEUYMBBI, MPU STOM He
MPOBOJIMIIOCH COITOCTaBlIeHUe cTereHu BbipaxkeHHocTn HIACT
10 TPUMECTPaM, HEe CPaBHUBAJIOCh COCTOSTHUE 3I0POBbs Oepe-
MeHHBIX ¢ CICT 1 B KOHTPOJIBLHOI TPYIIIE XEeHIIUH 0e3 mpu-
3HaKoB cuHapoma [30, 35, 94—102].

Takue npossiaenust CIACT, kak maToJiorust cepaguyHo-cocy-
JIMCTOM CHCTeMBI, NeUIIUT MACChl Tea, nehopMalys TpyIHOK
KJIETKW, TIaTOJIOTUST TIO3BOHOYHUKA, BApUKO3HOE PACIIMpEeHNe
BEH, TIJIOCKOCTONME U Jp., HETATUBHO BJUSIOT HA COCTOSTHUE
3II0POBBST OEPEMEHHBIX M MOTYT ITPUBOINTH K aHOMAJTUSM Tede-
HUSI OEPEMEHHOCTU M YBEJIWYMBATHh PUCK IPEKICBPEMEHHBIX
ponoB, rubenu uiu runotpoduu miona [97, 99].

[Mo Mepe yBenmuyeHus1 cpoka GepeMEHHOCTU KOJUYECTBO
denorunuueckux npuzHakoB CICT MoxeT yBeJIMUMBATHCS B
CBSI3M C BO3pacTaHMWEM Harpy3Ky Ha BCe CCTEMbI M OpTaHBI.

OpnHako kmHudecku 3HaunMble possieHus CACT moryr
MPOSIBUTHLCS HE TOJIBKO MPU OEPEMEHHOCTH, HO U IPU BO3ICHCT-
BUHU JIIOOOTO CTpeccoBOro hakTopa, MPUBOISIIEIO K CPbIBY
ananranuu [32, 34, 103—109].
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Takum obpaszom, MpeacTaBAeHHbIE TaHHbIE JUTEPATYpPhl
CBUIETEIBCTBYIOT 00 aKTyaJIbHOCTU M3YYEHMs pPa3MYHbIX
BapuaHToB C/CT, Tak kak npo0bJjieMa jgajeka OT OKOHYa-
tenbHOTO pemeHus. CACT — marosiormyeckoe COCTOSHUE,
Ha (oHe KOTOpOTO TeYeHHe APYrux 3a0oJieBaHUU HMeeT
CBOU OCOOEHHOCTM, TpeOyllue TLIATeJIbHOW OLIEHKU ¢e-
HOTUIMYECKUX MPOSIBICHUI B COBOKYITHOCTU CO CBOeoOpa-
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ITHEBMOTOPAKC,

3MeM KJIMHUYECKOM KapTUHBI (apUTMHSI, CIIOHTaHHBIA
KpOBOTEUYEHME,
abopT). DTO AUKTYET HEOOXOAUMOCTb JajbHEeNHIIero yriayo-
JIEHHOTO M3Y4YeHUs JaHHOTO CHHApPOMA HE TOJBKO IS pa3-
paGOTKM €T0 AMAarHOCTUYECKMX KPUTEPHUEB, HO U [IJIs CO3da-
HUs MPOGUIAKTUYSCKUX U Je4eOHbIX CTpaTeruii y JaHHOM
KaTeropuu MnalueHTOB.
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