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CUHAPOM N'MNEPMOBWUIIBHOCTU CYCTABOB KAK OINH U3
®EHOMEHOB AUCIMITA3UN COEAUHUTEJIbHOUN TKAHU

HecTepeHko 3.B.

13 «Jlyeanckuii 20cyoapcmeentbili MeOUYUHCKUL YHUBepCUmem »

CHUHAPOM [IUCIIA3UM COEIMHUTENBbHON TKaHU
(JICT) mocnennue 20 jeT akTHBHO 0OCY»IaeTCs Ha
CTaHUIIAX METUIWHCKUX H3JaHWH, KOH(PEPEHIUIX,
CUMIIO3UYyMaXx, T.K. B MPAKTHUYECKOU NEeSTEIbHOCTH
JCT Bctpeuaetcs odenpb yacto. Ha done JACT us-
MEHHJIOCH KIIMHIYECKOE TEUEHHE U IIPOTHO3 MHOTUX
0oJIe3Hei, YTO MOTPeOOBANIO OT Bpayel HE TOJIBKO
3"anus npossieHuil JICT, HO U yMeHUs KOppPEKTH-
pOBaTh BBISBICHHBIE AMCIUIACTUKO3aBUCHUMBIE Ha-
PYIIEHUS CO CTOPOHBI OPTaHOB U cucTeM [1, 2, 4, 5].

leneTnyeckn AeTEepPMUHUPOBAHHAS HCILUIA3UU
COCTMHHUTEIBHON TKAaHW SBJIAETCS TOJUTE€HHO-
MYJIBTH(QAKTOPUATILHBIM COCTOSHUEM, MPOSBIIAIO-
IMAMCSI BHEIIHUMH W BHYTPEHHHMH (CHOTHIIHYE-
CKUMH TIPpH3HAKaMH ¥ KIMHUYECKH 3HAYNMBIMA
JUCIIACTO3aBUCUMBIMU HapYIICHUSMU C MIPOTPEIH-
EHTHBIM TeueHueM [3, 8].

YacTo BeTpedarommecs AWUCIUIACTHYECKHE (e-
HOTHUIIBI OJIM3KU TIO0 CBOMM (DEHOTHITMYECKHM IIPO-
SBIICHUSIM K MOHOTEHHBIM 3a00JIeBaHUSAM (CHHAPO-
My Onepca-Jlanno, cunapomy Mapdana), HO KIU-
HIYECKHE CHMOTOMEI MPH JTHX COCTOSHHSIX MEHEe
3HAYUMBL. DTH JUCIIacTHYeCKre (EHOTUITBI 00be-
JUHEHBl B TPYIIy HeAu(QepeHIIUPOBAHHBIX JHC-
wiasuii coeaunutenbHo Tkanu (HACT). Tepmun
HJCT ucnons3yercs Toraa, Koraa Habop KIHMHAYE-
CKUX TIPU3HAKOB HE YKIAABIBACTCI HH B OJHO U3
HACIIEZICTBEHHBIX MOHOTEHHBIX 3a00lieBaHUI (CHH-
apom Mapdana, Dnepca-Hanno). Ilpu kiInHUKO-
TCHUAJIOTHYECKOM OOCIICIOBAHUH POJICTBEHHIKOB
narnuenta ¢ HemuddepenmuporanHoid JICT obOna-
PYXKUBaeTCAd «CEMENHOE HAKOIUIEHHUE» IPOSBICHUN
COEMHHUTEIBHOTKAHHON AucIuiasuu [3, 5, 8].

[IpobnemMa HaCIEOCTBEHHBIX HAPYIICHHH CO-
enuauTenbHOM TkaHu (HHCT) wHTEeHCHMBHO paspa-
GateiBaeTcs Bo MHOTHX cTpaHax (heritable disorders
of connective tissue). IlepBbIM IIarom K CO3IaHUIO
COTJIACOBAaHHBIX PEKOMEHIANWH MO THarHOCTHKE
HHCT sBwitace bepnunckas Hozosorus (1986); 3a-
TeM OBUIM MEPECMOTPEHBI KPUTEPUU TUATHOCTUKU
cunapoma Mapdana (I'entckue kputepuu, 1996);
cuagpoma Dnepca-Jlanmo (Buuisdpanmckue kpu-
tepud, 1998); cuHIpOMa THIIEPMOOHILHOCTH CyCTa-
BoB (bpaiitoHckue kpurepun, 1998).

bnarogaps MHorouucineHHeM pabotam B.M.
SIKOBINEBa U €T0 YICHUKOB 3a nocieanue 20 1eT uare-
pec xk HHCT 3naunrensno Bo3poc. [Inpokoe npuzHa-
HHE MOy TePMUH «Heau(hepeHINPOBaHHOI JHC-
wia3un coenuHuTenbHO Tkanu - HJICT». Bwoio
OITyOJIMKOBAaHO MHOTO pPadoT, IPOAEMOHCTPUPOBAB-
X 0COOEHHOCTH OponxoneroyHor matonorun (I"a-
BatoB C.M, 1997; Hecrepenko 3.B., 1999; Heuaena
I''"., 2000, Baxmynor B.B., 2006.); sxexymodHo-
kumegHoro TpakTta (bormar JI.®., 2001, Jlymmosa
H.E., IIpusopotckuii B.®., 2005). Ocoboe BHIMaHHE
ponmu HJICT yneneHo uccinenoBaTeasiMu MpH U3yde-
HUM TIATOJIOTUH CEPAECYHO - COCYIUCTOH CHUCTEMBI
(SxoBneB B.M..1994; 3emmoBckuit 2.B.,1998; I'nyca-

eB C.®.,2002; Tpucserora E.JI., 2006; Boudoulas H.,
2000). HakoruteHbl yOenmuTenbHbIC TaHHBIC, TIOATBEP-
xnaromue pors HICT B dopMupoBaHun apTepralib-
HoM rtuneprensuu (Bepemarmna I'.H.,2000; Ilepe-
kanbekas MLA., 2002). Beun mony4eHsl goKa3aTesb-
CTBa y4acTus (paKTOpOB BHEITHEH cpenpl, nedummra
MHKpPO-MaKpOAJIEMEHTOB (MarHuid, IIUHK, KaJbIIUi) B
pasButun HACT (I'mycaeB C.®D., benozepos 10.M.,
1997, I'pomosa O.B., 2008).

B 2009 r. Komurerom 3xcneproB Bceepoccuii-
ckoro obmectBa kapauonoros (BHOK) paspabora-
HBI PEKOMEH/IAIIMU 110 TUArHOCTHUKE M JICUSHUIO Ha-
CJIEJICTBEHHBIX HapylIIEHUH COeNWHUTENPHOU TKaHU
(HHCT). B aroii pabote onucaHbl BHEIIHAE W BHC-
HepalbHbIe IPU3HAKN HACIICICTBEHHBIX HAPYIICHUN
COCJIMHUTEIBHON TKAaHU M aCCOIIMUPOBAHHBIE C HU-
MU HapyLICHUS CTPYKTYPHl U (PYHKUUH Pa3TUYHBIX
OpTraHOB ¥ cHUCTEM [6].

Bremnne ¢eHoTHNHNYecKHe MPU3HAKHU: acTe-
HUYECKOE TEJOCIOKECHHUE, YEPEIHO-TUIIEBON JHC-
Mophu3M, 3yOHO-4ETIOCTHbIE aHOMANHH, Aedopma-
UM TPYTHOH KIETKH, TUIEPMOOHIBLHOCTS CYCTaBOB,
THIIEPAIACTUIHOCTh KOXKH M PaHUMOCTh KOXKH, yda-
CTKH JICTIMTMEHTAIIMH, CKOJINO3, MIIOCKOCTOINE, Ha-
JUYue TPbUK U Ap. BHyTpeHHue (peHoTHIMYECKHUE
MPHU3HAKA — IHUCIUIACTO3aBUCUMBIC M3MECHEHHS Cep-
JAeYHO-COCYANCTOH cHcTeMBbI (IIPONIaliC KIIAIaHOB
cep/Ila, OKTOMUYECKH PACIOJIOXKEHHBIE XOPJBbI,
apUTMUM, aHEBPU3MBI COCYJOB, WAMONATHYECKas
apTepHanbHas THIIOTOHWS); AbIXaTeJbHOH CHCTe-
MBI (TpaxeoOpOHXOMETANUsS, TPaxeoOpOHXOMAIs-
WS, THUIMOIUIA3Us JIETKUX, OPOHXOAIKTa3bl, KHUCTBHI,
CIIOHTaHHBII MHEBMOTOPAKC); HEPBHOM CHCTEMBbI
(BereraTuBHAs AUCOHYHKIHS, MaTb(POPMAIHSI COCY-
JIOB MO3Tra, BPOXKICHHBIC apaxHOMAAIbHBIE KHCTEHI,
TeMUKpaHus, e(eKTrl pedH, CBsI3h ¢ Mu30(ppeHueii,
LUKIOTUMHEH); IKeJYT0YHO-KUIIEYHOr0 TPaKTa
(MerakoJIOH, IOJMXOCHUTMa, TaTcpolr3odarearbHbIN
pedIoke, IUCKUHE3Ws KUIICYHWKA, IUCKUHE3HS
KEITYEBBIZICTUTEIFHOW CUCTEMbI, aHOMAaJIHH Keld-
HOTO Iy3bIps) U MHOTHE Opyrue(2, 3, 4,5, 6, 7, 8].

BaxHo OHMMAaTh, YTO MPAKTHYECKH BCE TEpe-
YHCJICHHBIC BHEIIHWE W BUCIEPAJBHBIC INPH3HAKA
MOTYT B OJIHOM cIlly4yae BBICTYNaTh KaK CaMOCTOsI-
TEJNbHBIM U30JIMPOBAHHBINA JePEKT COeTUHUTETBbHON
TKaHU, a B JIPYI'OM,- KaK IPOSBICHHE CHCTEMHOMN
HAaCJIEJICTBEHHON MAaTOJIOTHH U MJIEHOTPOITHOTO JIEH-
CTBUS JIe(eKTHBIX TeHOB. J[aexo He Bce MPU3HAKH,
MpEJICTaBIIEHHbIE B 3TOM CIIMCKE, BKIIOYEHBI B al-
roputMbl nuarHoctuku n3BecTHIXx HHCT, omnako
BEPOSITHOCTh WX BBIABICHHUS INIPH YK€ HM3BECTHBIX
HACIIEZICTBEHHBIX 3a00JIeBaHUSIX HAMHOTO BHIIIE,
YeM BEPOATHOCTD UX BBISIBIICHUS B MOMYJISLHM.

YauThIBas XapakTep M KOJIMYESCTBO BHEIIHUX U
BHYTpPEHHHUX Tpu3HakoB B HammonansHbeix Pexo-
MeHpanuax no auarsoctuke u jaedenuro HHCT,
npeiaraerca BbIenATh 10 OCHOBHBIX TUCIIACTH-
YECKUX CHHIPOMOB H ()CHOTHIIOB:
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Huarao3 Mapdanouanasi BHEIIHOCTb JTOJDKEH
BBICTABIISTHCS, COTJIACHO [ @HTCKUM KPUTEPUSM, TIPU
HaJIMYUH MTPU3HAKOB BOBJICYEHHSI KOCTHOM CHCTEMBI,
MPU OTCYTCTBUM KJIMHUYECKH 3HAYMMBbIX PU3HAKOB
BOBJICUCHMsI 3pUTEIBHOIO ammnapara, CepAEeYHO-
COCYIUCTOM M npIxarenbHou cucteM. Co CTOPOHBI
KOCTHOHM CHCTEMBI OTMEYAeTCs HaIu4YKe 2 OONbLINX,
WA OTHOTO OONBIIOTO M 2-X MaNbIX MPU3HAKOB, a
TaKXKe M0 HAJW4HIO 4-X MajblX MPU3HAKOB, Xapak-
TEepU3YIOLUX noiuxocTeHomenuto. [Ipuznaku Map-
(haHOMJHON BHEIIHOCTH: apaxHOAAKTHIIUS, CKOJIHO-
THUYecKas TeopMaIisl IT03BOHOYHIKA, BOPOHKOOO-
pasHas redopMarys rpyI1HON KIETKH, BOPOHKOBHI-
Has naedopManus TPYAHOH KIETKH, OTHOIICHHE
pa3Maxa pyk K pocTy paBeH unu 6onee 1,03; oTHO-
LIEHWE BEPXHEr0 U HWKHEr0 CETMEHTOB Tejla MEHEee
0,89; orHomeHue MIMHBI PyK K pocy Oomee 11%:;
OTHOIIIEHUE JUTMHBI CTOMHI K pocTy Oomnee 15%.

Mapganouansiii peHorun. JlMarHoCTHpPYyIOT
IIpU HAJIMYMU NIPU3HAKOB BOBJIEYEHUS KOCTHOW CHC-
TEMBI (JONMUXOCTEHOMEIHS, apaxHATAKTIINS, CKO-
o3, kudo3, aepopmanus rpyaHON KIETKH, TUIOC-
KOCTOITUE) B COYETAHUM C MATOJOTUYECKUMHU HU3Me-
HEHUSMHM B OJHOM W3 BHUCLEPAIBHBIX CUCTEM MU
IIPU3HAKOB BOBJICUEHUS €Ill€ ABYX BHUCLEPAJIBHBIX
cucteM. Yarie BOBJIEKAIOTCS KOCTHO-CKEJIETHAs CHC-
TeMa, CepACYHO - COCYIHCTas, AbIXaTelbHas, 3pH-
TeJbHasl.

Daepconoaodublii penorun. BrmouaeT mupo-
KU [Hana3oH COCTOSIHUM OT HEMOJIHOTO CHHApOMaA
Onepca-anno (COA) no nerkux, KIMHUYECKA Me-
Hee 3HAYUMBIX COCTOSHHUM, AMarHOCTHUPYEMBIX NpHU
HIMYUM TPU3HAKOB BOBJICUEHHS KOXH, MBIIIILI,
CycTaBOB (MJIOCKO-BAJIbI'yCHasl YCTaHOBKA CTOII, TH-
MEePMOOUIIBHOCTh CYCTAaBOB, YMEPEHHBIH CKOJHNO3),
cocyoB. ['maBHOE ycjoBHe: HaJMYUME HE MEHee
JIByX MaJIbIX IIPU3HAKOB BOBJICUYEHUS KOXKU (TIankas
OapxaTucTas KOXa, MOJIKOXKHbBIE KHCTOTOJ00HbBIE
Y3€JKH U T.II.).

CuHAPOM  TUNEPMOOHIBHOCTH  CYCTaBOB
(CI'MC). Yacto BcTpevaeTcst B KIIMHUYECKOH TMpak-
tuke. CI'MC - pe3ynbTaT ¢1ab0CTH CBSI30K. MoOXKeT
UMETh HACIEeACTBEHHYIO MPHUPOAY, a TaKxkKe OBITh
MPUOOPETEHHBIM.

HennddepenunpoBannas aucniaasus coeam-
HUTEJIbHOH Tkanu. Hamuuume 6 u Oonee mroOBIX
BHemHUX npusHakoB JCT. OTcyTcTBHE AocTaTtod-
HOT'0 KOJMYECTBA MPU3HAKOB I JUATHOCTUKHU BBI-
IICTICPEINCIICHHBIX TUCTIACTHYECKIX (PCHOTUIIOB.

IoBbIlIeHHAS AUCILUIACTHYECKAS] CTUTMATH-
3anua. Hamnume 3-5 BHEMIHUX MPU3HAKOB AMCIUIA-
3ud. Pa3nuyHoe codeTaHHe KOCTHBIX, KOXKHBIX W
CYCTaBHBIX ()EHOB, HE COOTBETCTBYIOIIHMX BHIIIEIIC-
PEYHCIICHHBIM CUHAPOMAaM U ()EHOTHITAM.

IloBbIlIeHHAS, TPEeMMYIeCTBEHHO BHCIIe-
pajibHasi, [MCIIACTHYECKAs CTUrMaTH3alus.
Hanmnune ennHUYHBIX BHEIIHHUX (CHOB AWCIUIA3UH.
Hanuune 3 u Gosee MasbIX aHOMaJIHA cepia u/uim
COETMHUTEIHHOTKAHHOTO KapKaca APYTruX BHYTPEH-
HUX OpraHoB (AMCTONHS IOYEK, BHUCIEPOINTO3,
nedopMaIys KEITIHOTO My3bIPs).

IToMuMO W3MEHEHHUH CTPYKTYphl M (PyHKIHUK
nepeurcineHHbix opranoB u cucreM HHCT wacto
COIMPOBOXKIAIOTCS HAPYLIEHUSIMHU CO CTOPOHBI LIEH-
TpallbHOW M BereTaTWBHOW HepBHOW cuctem (['op-
non N.b. ¢ coasr., 1984, Etymenko C.A.,2009);

reMOpparndeckKuMi U TPOMOOTHUYCCKHMHU HapyIe-
HusiMH B cucteMe remoctasa (bapkaran 3.C., Cyxa-
Hosa [.A., 2004, CysopoBa A.B.,2010), napyme-
HUSMH CHCTE€MBbl UIMMYHHOH 3amuThl. ECTh aHHBIE
0 BBICOKOM 4YacToTe BBIABIEHHUS CHHIPOMOB BTO-
PUYHOTO MMMYHOJC(HIINTA ayTOUMMYHHOTO H aj-
nepruueckoro cunapomon npu JCT (Skosnes B.M.
¢ coaBrt, 2005, Epemun M.B. ¢ coagr.,2008).

N3 Bcex HHCT ¢ cornacoBaHHBIMU KPUTEPUSIMH
knuHn4Yeckoi auarnoctuku, CI'MC Hambonee pac-
MPOCTpaHeH B KIMHHYECKOW mpakTuke. I'umepmo-
OMJIBHBIMH CJIeIyeT CYUTATHh CYCTaBbI € H30bI-
TOYHBIM 00bemMoM aBuM:keHHMd. OnenuBas ['MC,
ClIelyeT YYUTHIBAaTh BO3PACT, MO W 3THUYECKOE
MIPOUCXOXKJEHHE ManueHTa. 3BeCTHO, YTO Y 370pO-
BBIX IIIOAEH CycTaBHass MOOMIBHOCTH CHIDKAETCS C
BO3pAacTOM, y JKEHIIUH €€ YPOBEHb BBIIIE, YEM Y
MY>KYHH, BBIXOJAIEB M3 A3MHM OHA HauOosbIIas, y
eBporeiies Haumensbnas [1, 6]. IMC BkiIrodeHa B
IUarHOCTUYECKHEe KPUTEPUU CHHAPOMOB MapdaHa,
Onepca-/lanno, HecoBepmeHHOTO ocTeoreHe3a. Co-
yeTaHWe H30BITOYHON MOJBMIKHOCTH CYCTaBOB C
MBIIIEYHO-CYCTaBHBIMU CHUMITOMaMH (YacThle BBI-
BUXH, MOABBIBUXH CYCTaBOB, apTpajlrdu, BOBIEUYE-
HUE€ BETETATHBHOW HEPBHOUN CHUCTEMBI) OTIpPEICIseT-
Ci KaKk CHHAPOM THIEPMOOHMIBHOCTH CyCTaBOB
(CIMQO) [1,3,6].

Mpuyunbl u nyru pa3sutuss CI'MC. TMC
SBJSICTCSL PE3YJIbTaTOM CINa0OCTH CBSI30K, KOTOpas
HOCUT HacleJCTBEHHBIN XapakTep. MyTauuu B re-
HaX KOAMPYIOIIUX KOJJIAreH, 3JacTuH, GUOpUIUIKH,
TEHACIIIH, UTPAIOT 0COOYIO POIb B (hOPMHUPOBAHHUH
THIIEPMOOMIEHOCTH CYCTaBOB.

CHOXHOCTB YIIBTPACTPYKTYPBI COENUHUTENHLHON
TKaHW OMNpeJAessieT pa3iNuyHble HHTEpIpeTaluu
HHCT. TlpuHnmpnwuansHOe OTIMYUE COCAMHUTEINh-
HOU TKaHU OT JPYTHX BUIOB TKaHEH YeloBeKa, KPo-
Me 3HaYUTEIBHON PacpOCTPAaHEHHOCTH, — U30BITOK
BHeKkJeTouHOi Matpuubl (BKM) mpu HeOombiiom
gucne xietok. BKM — ato cdopmupoBanHass MHO-
TOYMCICHHBIMU CTPYKTYPHBIMH MaKpOMOJIEKYJIaMHU
(mpoTeornuvKaHbl, KOJIJIareH, 5SJacTUH) CIIOKHAs
ceTb. B3aumogeiicTBytomue Mexay coOoi U ¢ KIeT-
KaMU CTPYKTYPHbBIE MaKpOMOJEKYJbl HNOJAEPKHUBa-
I0T TEJIOCTHOCTh TKaHei. Martpurma obecrieunBaet
cpelly, B KOTOPOH MHTPHPYIOIIUE KJIETKA MOTYT
MepeMeIIaThCsl, B3aUMOJEHCTBOBATh APYT C IPYTOM.
Makpomornekynsl, coctaisromre BKM, npousBo-
JIATCS KJIETKaMU B MaTpuiie. MaTpu4Hble MOJIEKYJIbI
B OOJIBIIMHCTBE BUIOB COCTUHUTEIHLHON TKAHU CHH-
Tesupyrorcs pudbpobnactamu [2, 6].

BMK cocTtouT u3 reneobpa3Hoit cpenbl, Kojia-
TCHOBBIX M DJIACTHHOBBIX BOJIOKOH. ['eneoOpasnas
cpena hopMupyeTcss MPOTEOrJIMKAHAME (PACTSHY-
ThI€ TOJUIENTUAHbIE CMECH C MHOTOYHCIEHHBIMU
MOJIUCaXapUIHBIMU LIETIAMHU TIIMKO3aMUHOTIIMKAHOB)
U IVIHKO00eJIKaMHu.

IIpoTeoriuKanbl — KOMIIOHEHTBHI HE TOJBKO
BKM, HO ¥ KJI€TOUYHBIX MeMOpaH, KJIETOUYHBIX Opra-
Hesl. HTepcTHIMaibHble MPOTEOrNIMKAHbl IPUHU-
MalOT y94acTHE B PEryJAIuN COOpKH KOJJIareHOB B
¢ubpmbl. Llenu npoTeoraIuKaHOB MPUKPETIISIOTCS
K MOJIUMEPY THATyPOHOBOM KHUCJIOTHI THATypOHaHY.
Hutu ruanypoHaHa CKpeIUISIOT CTPYKTYpY renis B
€IMHOE LIEJ0€, YTO MO03BOJIAET I'eNI0 BHIAECPKUBAThH
MeXxaHudeckoe ckatue u pactskenne BMK, obec-
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MeYnBacT OBICTPYIO AU(PQPY3HUI0 THTATEIBHBIX Be-
[IECTB, TOPMOHOB MEXJy KPOBBIO U KJIETKAMHU CO-
eAMHUTENbHOM TKaHu. [JIMKO3aMHHOTTUKAHBI
(AT, panee - "KuWCIbIE MYKOIOJHACAaXapuibl") —
MOJHMCAXapUIHbIE COCTUHEHUS, - JHHEHHbIEC ITOJH-
MEpBI, MOCTPOCHHBIE U3 TIOBTOPSIOUINXCS aUcaxa-
puAHBIX eauHul. Kaxkgas u3 3TUX €IUHMII COIep-
JKHUT 0OBIYHO TEKCYPOHOBYIO KUCIIOTY W TE€KCO3aMHH
(ammHOCaxapun). Monekynbel 'Al" comepikat MHOTO
THUAPOKCUIIBLHBIX, KapOOKCHIIBHBIX H CYJb(aTHBIX
TPYNI, WMEIOIIHUX OTPULATENbHBIA 3aps, JErko
MIPUCOCAUHSIOT MOJEKYIIBI BOIBI U UOHBL, B YaCTHO-
cti Na+, U IO3TOMY ONPEACIAIOT THAPO(HILHEIE
cBoiicTBa TKaHU. ['Al" mpoHHILIaeMbl JIJIs1 KUCIOPOaa
u CO2, HO MpenoXpaHsIOT OPraHbl OT MPOHUKHOBE-
HUS 9y)KESPOIHBIX Ted W OenKoB. [ IMK03aMUHOTIIH-
KaHBl Y9YacTBYIOT B (DOPMHPOBAHUM BOJIOKHHUCTHIX
CTPYKTYp COCIUHHUTEIHLHONH TKAaHW M UX MeXaHU4e-
CKHX CBOWCTBaX, perapaTHBHBIX MpoOLEccax COeIu-
HUTETBHOW TKaHW, B PEryJLIIUH pocta u audde-
peHnupoBKe KiIeToK. Cpean TIMKO3aMUHOTINKAHOB
HanboJsee pacIpoCTpaHEHA B COSANHHUTENbHON TKa-
HU THalypOHOBas KHUCJIOTa, a Takxke CyJIb(paTupo-
BagHble ['Al': XoHapouTtHH-cynbdaTel (B Xpsmie,
KOKe, pOroBHIIE), JepMaTaHCylb(haT (B KOXKe, Cy-
XOXKHUIIUAX, B CTEHKE KPOBEHOCHBIX COCY/IOB), Kepa-
TaHCyJb(ar, renapuHcyibdar (B cocTaBe MHOTHX
6azanpHBIX MeMOpaH). I'emapun — TIMKO3aMUHOT-
JIUKaH, COCTOSIIINM W3 TIIOKYPOHOBOH KHCIOTHI U
TJIMKO3aMuHa. B opraHu3me uenoBeka U KHBOTHBIX
OH BbIpabaThIBAETCS TYYHBIMHU KIIETKAMH, SIBIAETCS
€CTECTBCHHBIM IPOTHBOCBEPTHIBAIONINM (PaKTOPOM
kposu. Coenunenus 6enkoB ¢ A" HocsAT Ha3BaHUE
npoteoraukansl (I1I).

[Tonnannonnass npupona III' mo3Bossgser UM
obecrieunBaTh TPAHCIIOPT BOMBI, COJNICH, aMUHOKHC-
nor. IlpoctpancrBennas opranmzarust [1I'-xomr-
JIEKCOB 00pa3yeT CBOEOOpa3HOE MOJECKYJSPHOE CH-
TO, peryiupymomee 1updy3uro BoAbl 1 HU3KOMOJIE-
KYJSIPHBIX TIPOXYKTOB IMUTaHUA 1 oOMeHa. Hapye-
HHUE TIOPUCTOCTH 3TOro "uibTpa", HampUMep, Mpu
BO3PACTHOM OTHOIICHWH THaJTypOHOBOW KHCIOTHI U
XOHJPOUTHHCYIH(ATOB B CTEHKAX COCYIOB SABISET-
Csl OTHOW W3 MPEIIIOCHUIOK K Pa3BUTHIO aTEPOCKIIE-
po3a.

[Iporeornukan moMuUKaH U O0enok GudpoMoy-
JIUH BIUAIOT Ha cOOpKy Lenel koareHa. Jlerpama-
OUsl TPOTEOTIINKAHOB OCYIIECTBISETCS IMPOTEHHA-
3aMHU W TIMKO3WAa3aMu. HagampHble STamel gerpa-
JAi TPOTEOTIUKAHOB, BO3MOXHO, OCYIIECTBIISI-
I0TCS IOl BO3JIeiiCTBHEM CBOOOIHBIX PaHKaIIOB.

I'nuxonporteunst (I'TI, "HekomrareHoBBIE OeEI-
KH') — KJIacC COCJMHEHUH OCJIKOB C OJUTrocaxapu-
Jamu (TeKCO3aMHUHAMH, TeKCO3aMHU, CHAJIOBBIMH KH-
cnotamu). [ TMKONPOTEUHBI BXOIAT B COCTaB Kak
BOJIOKOH, TaK U amop(dHOro BemecTBa. K HUM OTHO-
csITCS:

* pactBopuMsble I'TI, cBsI3aHHBIE C MPOTEOTINKA-
HAMU;

* I'TI kanbIMHUPOBAHHBIX TKAHEH;

 I'TI, cBs3aHHbBIE ¢ KOJUTATEHOM (CTPYKTYpHBIE
I'TI u I'TI 6a3anpHBIX MeMOpaH).

['mukonpoTenHsl WrpaioT OOJBIIYIO pOJb B
(hopMHPOBaHUH CTPYKTYPHI MEKKICTOUHOT'O BEIIe-
CTBa COCOMHUTEIHHON TKAHU M TAaKXKE OMPEICISIOT
ero pyHKIUOHAIbHBIE 0coOeHHOCTH (mpumepsl ['T1:

(bUOpPOHEKTHH, XOHJPOHEKTHH, (PUOPHUIUINH, JTaMHu-
HUH 4 Jp.).

DuOpPOHEKTHH — TJaBHBIM IOBEPXHOCTHBINA
TIUKONIpOTenH (ubpodracta. B  MexkiIeTodHOM
MIPOCTPAHCTBE OH CBS3aH IVIABHBIM 00pa3oM C WH-
TEPCTUIIHATIEHBIM KOJUIareHoM. CBsI3b MHOTHX KJIe-
TOK C KOJUIAr€HOBBIM MAaTPHUKCOM OCYIIECTBIISIETCS
3a cueT (UOpPOHEKTHHA («MOJEKYJLIPHBIN KIIei).
OUOPOHEKTHH HTPACT KIFOYEBYIO POJIb B KIIETOYHOMN
aare3uu, MopQosIoruu 1 (GOpMUPOBAHUH TOBEPXHO-
CTHOBIA apXUTEKTYpHl KIIETOK, CBSI3bIBA€T TKAaHU C
kxosutareHoM [ u IIT Tumos.

OuépuwnH ~ popMHupyeT  MUKPOGUOPHILIBL,
YCHJIUBAET CBSI3b MEXIY BHEKJIETOYHBIMH KOMIIO-
HEHTaMHU.

JIaMMHUMH — TJIaBHBIH HEKOJUIAar€HOBBIA OEJI0K
0a3albHBIX MEMOpaH, o0ecleynBacT CBSA3b AIHTE-
JUANTBHBIX ¥ SHAOTEINAIBHBIX KIETOK C KOJJIareHOM
IV tuna.

TeHacUUHBI - OJUIOMEPHBIN TJIHKONPOTEHH,
a/Ire3UBHBINA OEJIOK, PacIpOCTPaHEHHBIH B MaTpPHUKCE
SMOpPHOHANBHBIX TKaHel. MOXKeT, B 3aBUCUMOCTHU OT
TUNA KIETOK, MO0 YCUINBAaTh, TMOO HHTHOUPOBATH
KJIETOYHYIO aire3uto; TeHacIMHBI UIParoT CTPYK-
TYPHYIO POJIb ¥ Ie(EKTH B HUX MOTYT IPUBOINTE K
paszeutuio COJI. TN-X cnocoberByeT mponudepa-
LMW 3HJOTENHAJBHBIX KIETOK IMOCPEACTBOM CTUMY-
JTMpOBaHUS crnenuduyeckoro (Qakropa pocra, a
TaKXKe IMPUHUMAET HENOCPEICTBEHHOE yyacTue B
cuHTe3e 1enei komwtarena. [Ipuuem nepunur TN-X
crocoOCTBYeT KIMHUYECKON MaHupecTaluu CHH-
IpoMa THIIEPMOOIIBHOCTH CYCTaBOB FIIM OJHOTO U3
BapUaHTOB CHHApoMa Jiepca — Jlanmo.

KonnarenoBble BOJIOKHA TIPUAAIOT COCIWHU-
TENbHON TKaHU MPOYHOCTh U J0JITOBEYHOCTh. Kaxk-
JI0€ KOJIJIar€HOBOE BOJIOKHO MMEET HECKOJBKO MHUK-
POMETPOB B AMAMETPE U COCTOUT U3 ThICSY UHIUBU-
JyaJbHBIX TOJHUIENTUAHBIX Ierel KoilareHoB. B
TeHOME YeJIOBeKa CYIIECTBYeT 0KoJio 50 reHoB, Ko-
JUPYIOLIKX pa3iInyuHble KotareHsl. [IpoaykTel aTHX
TeHOB 00pa3yloT 27 THITOB KOJUIAr€HOBBIX BOJOKOH.
Komnnarensl pa3nu4aroTcst Mo WX MOJOKEHHUIO B TKa-
HA W MO CcBoeMy (YHKIHOHAIBHOMY 3HAYEHHIO.
H3odopMel KoIUTareHa pa3iudaroTcs M0 aMUHOKHUC-
JIOTHOMY COCTaBy, XpOMarorpaduIecKuM UMMYHO-
JIOTUYECKUM CBOWMCTBaM, MaKpOMOJICKYJISIpPHOU Op-
TraHM3aluK U PaclpoCTPaHEHHOCTH B TKaHsaX. Kata-
00HM3M (QUOPHIUT KOJIareHa MPOMCXOIUT MPH y4a-
CTHH KOJUIar€Ha3, HO OCHOBHAS POJIb B KaTaboIH3Me
KoJIJIareHa TPUHAAJISKUT MAaTPUKCHBIM OellkaM Me-
tamonporenHasam (MMII). OubpuuisipHbie KO-
naredsl LILIIT Thma OTHOCSATCS K MHTEPCTULHAIb-
HBIM KoJutareHaMm. OHH (OPMHUPYIOT KPYIHEBIC BEI-
COKoOpraHuzoBaHHble (ubpuuiel. Hedubprmmsp-
HbIE KOJIJIareHbl 00pa3yloT HeynopsaoYeHHbIe (Huo-
pwiisl. Kommaren III Tuma ¢popMupyet peTukysp-
Hbl€ BOJIOKHAa, KOTOpbIE [€p’KaT BHEKIETOUYHYIO
maTtpunyy. Kommaren IV tuma — cnenmduueckuit
KosiareH OazanbHbix MemOpan. Kommaren V Tuma
(mepeneuTIoNApHbI) OTKIaAbIBaeTCAd BOKPYr Kile-
TOK, 00pa3ys mns Hux omnopy. Kosmnmarensr V u XI
TUTIOB PACIIONIaraloTCs BHYTpH (GUOpMILT KoJuiare-
HOB, (hOpPMUPYS KOPOBYIO MTOBEPXHOCTH, YCTOWUHBBI
K JIEHCTBUSIO KOJUIareHas, U, BO3MOXKHO, IIPECTaB-
Jsr0T co0oit enuubii koiutared V/XI tunos. Komna-
red VI Tuma — KOMIIOHEHT MHUKpPO(QHOPMILISIPHBIX
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OPUTIHANDbHI

CTATTI

CTPYKTYp, paclojlararollluxcsi BO MHOTHX THUIax
TKaHel BOJNM3HM OT HEPBOB, CTCHOK COCYAOB MU KOJ-
nareHoBbIX (pubpusn. Camblil ATMHHBIN KOJIareH
VII Ttuma cnocobeH o0Opa3oBBIBATH JUMEPHI, SB-
JISIOLIMXCS TJIABHBIM KOMIIOHEHTOM KOKHBIX OIIOp-
HBIX (pubpuit. Kopotkonenoueunstit komtaren VIII
THUTIA SKCIPECCUPYETCS B HAOTENHAIBHBIX KIETKaX
COCYJIOB ¥ pOTrOBHYHOM 000youkH. boyee 50 moie-
KyJI B3aUMOJIEHCTBYIOT C KOJJIaT€HaMU: NPOTEOTIIH-
KaHbl, UHTETPUHBI, TAMHUHUHBI, TEHACIUHBI, HUOPO-
HEKTUH, XOHAPOHEKTHH, TpaHchopMupyrouuii hak-
TOp pocTa OeTa u JIp. OeIKu.

MornexyJbl 3JJaCTUHA BHE KJIETKU COEIUHSIOTCA
B IEMOYKH — IJIACTHHOBBIE MNPOTOGUOPHIIBI.
DnacTUHOBBIE MPOTOPUOPUIUIBI B COYETAHUH C TIIH-
KOIIPOTeHHOM ((pUOPHIIIMHOM) 00pa3ylOT MHKPO-
buopuaabl. ['mOkue >JIACTHHOBBIE BOJIOKHA
c(hopMupOBaHbI HE TOJBKO MacTuHOM. Cep/leBrHa
3JIACTUHOBBIX BOJIOKOH CHApy>KH 3alllUILeHa TJIHKO-
OenmkaMu MHKpPO(GHOPHIUI, BKITIOYAIOIIHUX (HUOPHIT-
JIMHBI, SMWINHBI, OCYLIECTBISIOIIUX TOHKYIO IMO-
CTPOMKY DIIACTHYHOCTH BOJOKOH. Bonbs moBepxHO-
CTH DJIACTMYECKUX BOJOKOH IO COCEICTBY C MEM-
OpaHamMH KIIETOK HACHTU(UIUpYeTCcs (GUOYIUH
(cekpeTopHBI 0ENIOK), B3aUMOJICHCTBYIONIMIA C dJla-
CTUHAMU W WHTErpHHaMHu. | MOKWE BOJIOKHA pEMO-
JIEUPYIOTCS (IerpanupyroTcs) anactazami [2, 3].

CrienyeT OTMETHTH, YTO ONHUM H TE€M e Oenl-
KOM B pa3HbIX TKaHfAX OpraHu3Ma BBIIOIHIETCS
MHOKECTBO (PYHKIMII: KOJIIareHbl, HEKOTOpPhIE He-
koyareHoBble Oenku BKM  (pubpumun, jgamu-
HUH), a TaKXkKe TpaHCMeMOpaHHbIE pPELEeNnTOopHl,
TPAaHCKPUIIMOHHBIE (haKTOPHI BBITOIHAIOT MHOXKE-
CTBO Pa3HOOOPa3HBIX (YHKIHA B CIEHUAIAZUPO-
BaHHBIX TKaHAX. C apyroil croponsl, okoio 10%
HacnenctBeHHBIX JCT MoryT OBITH 00yCIOBICHBI
MyTalMsIMH B OTJIEIBHO KaXXAOM M3 2-X — 3 X- Te-
HOB. Kpome TOro, mpojayKThl TOJOOHBIX TE€HOB
B3aMMOJICHCTBYIOT MeXIy coOoi. Iyt MHOTUX KOJI-
JIar€HONAaTUil TUIMYHBIM SBJISIETCS MyTallUd B re-
Hax, KOAUPYIOLIUX Pa3HbIE O-LENH KOJJIareHa OJJHO-
ro tuna (laMmuHUHONATHH). CXOJCTBO CHMIITOMOB
3a0o0JeBaHMii, 0OYCIOBIEHHBIX MyTallUsIMHU B IeHaXx,
MOYXXHO OOBSCHUTH B3aHMOJCHCTBHEM MEXIY cOOOH
pasHBIX THIOB TpaHcHopMUpyONHX (GuOpPoOIACT-
HBIX (QakTopoB pocTa. Cpenu HACIeNCTBEHHBIX 3a-
OoneBanuii 57% UMEIOT B CBOEH CTPYKTYpe CUCTEM-
HBIC 3a00JIeBaHMS CKEJeTa: B Pa3HBIX COUYCTAHMIX
IIpeJCTaBlieHa JAUCIUIa3usd KOHEYHOCTEH, II03BO-
HOYHMKA, TPyAUHBI, pedep.

B nenom, runepmMoOMIBHOCTh CYCTaBOB HabIIIO-
Jaetca mpu cuHzapoMe Onepca-lanno (Myrtanuu
komumareHa LILIII, TumoB; myramum reHoB, OTBe-
YarOIIUX 32 CHHTE3 HEKOTOPHIX ()epMEHTOB CHHTE3a
KOJIJIAT€HOB M NPOTEOrJIMKAHOB), HECOBEPLICHHOTO
0CTEOreHe3a, axOHAPOIIa3uu, 0OYCIIOBIEHHOW My-
TalUsIMK B TeHe penentopa 3 ¢ubpoOIacTHOrO
¢akTopa pocrta

MyTanum B reHax KoJulareHa. I'eHeTHueckue
JedeKThl KOJUIareHOB U Apyrux OenkoB BKM o00y-
CIIOBIIMBAIOT CHW)KEHHE CTAOWIBHOCTH COCIHUHU-
TenpHOM TKaHU. KosareHoBble BOJIOKHA SIBISISICH
CTPYKTYPHOM MOJACPKKON COETUHUTENBHOU TKaHU
TIPU JTIOOBIX MOP(OIOTHIECKUX N3MEHEHUSIX (M30bI-
TOK BOJIOKOH, HM3Kas aKTHBHOCTH KOJUIAreHa3) CIIo-
COOCTBYIOT OOJIBIIEH TUIOTHOCTH BOJIOKOH U (hop-

MHUPOBaHUIO MeHee THOKoi Tkanu. C Ipyroi cTopo-
HBI - Ype3MepHasi aKTUBHOCTh TPaHCaMHHa3 MPHBO-
IUT K HEympaBiieMoi (parMeHTaluu KoJUIareHa,
YTO JIeNIaeT TKaHb Ooiiee aMOpPQHOIA.

KommarenoBrie 005Ie3HN BO3HHUKAIOT HE TOJBKO
B CBSI3U C T€HETUYECKUMH JieeKTaM1 B KOJIJIareHax,
HO W M3-32 TEHETHYECKUX aHOMAJIUHU, BIUSIONINX Ha
OMOCHHTE3, TOCTTPAHCILIUOHHBIE MOIM(PHUKAIIIH,
CEKpEINI0, caMOCOOPKYy M PEMOJCITHUPOBAHUE KOJI-
JmareHoB. MyTanuud B TeHaX, MOJIePKUBAIOIIUX
THAPOKCUIIUPOBAHKUE JIU3UHOB, mpuBomiaT Kk COJI.
W3BecTHO, YTO NEQUIUT MOHOB MAarHus MOBBIIMIACT
aktuBHOCT MMII (KoymareHa3s), KOTOpbie Aerpa-
TupyioT cTpykTypsl BKM (konmarena) ¢ 6onee BbI-
COKOW CKOPOCTBbIO. AKTHBHOCTH pa3inuyHbix MMII
UMEeT IMUPOKUH CIEKTP OMOIOTHYECKUX TOCIEICT-
BUH, T.K. OHH JIETPagupyioT OOJBIIMHCTBO KOMIIO-
HeHToB BKM: nHTepcTHLIMAIbHBIE KOJIIAreHbl, KOJI-
JmareHsl 0a3albHOM MeMOpaHBI, MPOTEOTTIMKAHBI,
(uOpoHEeKTHH, PHOPOMOTYITHH.

N3 necreruduiecknx (akTopoB, BIUSIOMIMX Ha
CHHTE3 KOJIareHa, ClielyeT Ha3BaTh MOHBI KaJbIIHs,
JKeIe3a, 0-KeTorTyTapar, aCKOpOMHOBYIO KUCIIOTY [6].

Kiaccnueckue Bapuantet COJ1 I u I TumoB ac-
comuupoBanbl ¢ wmyrtanusmMu B reHax COLSAL,
COLSA2 xomareHa, BXOJSIIETO B CTPYKTypy MHO-
rux kiaetouHbix memOpan. B rene COLSA1 unen-
TUGHUIHIPOBAHO B 3,5 pa3a OoNbIIe MyTaIllii, YeM B
rene COLS5SA2. Oxono 80% myTaruii B reHax KO-
nareHa V npuBonAr K pazsutuio COJI 1 tuma.

HacaegcTBeHHbIEe AMCIJIA3UM COEAMHMTEb-
HOIl TKaHHU, 00yCJIOBJE€HHbIE MYTAUSIMH B T€HaX
HeKoJIJIareHoBbIX 0eqxkos BKM.

IIpoTeorankanbl COCTOST U3 KOPOBBIX OEIIKOB M
CBSI3aHHBIX C HUMH LTI TIIMKO3aMHHOTJIMKAHOB U
SIBIBTIOTCSI TIOCIIE KOJUTAareHOB OCHOBHBIMH O€ITKOBBIMHU
KOMIIOHEHTaMH COEIMHUTENbHOM TkaHu. Pacmnomnara-
10Tcst B0 BKM 1 Ha oBepXHOCTH OONBIIMHCTBA KIle-
TOK TIOYTH BceX TKaHeW. Majble HHTepCTULMAIBbHbIE
MPOTEOTTIMKAHEI yYaCTBYIOT B PETYILIINH COOPKHU KO-
nareHoB B (puOpLIbl. B3aumoneiicTBre XOHIPOUTHH-
cynbdar - cynbhaT-mpoTEOrIMKAaHOB ¢ KOJUIAreHOBHI-
MH U 3JIACTUYECKUMH BOJIOKHAMHU OOECIieunBaeT Me-
XaHUYECKHE CBOWCTBA COCIUHUTENHbHOW TKaHW. [le-
(ekT OMOCHHTE3a TMPOTEOTIIMKAHOB WIPACT BAXKHYIO
poIb B (hOPMUPOBAHUH MTPEAPACIIONOKEHHOCTH K pac-
MIPOCTPaHEHHBIM MYJBTU(PAKTOPUAIBLHBIM 3a00eBa-
HISIM, B T.4. CEpIEYHO-COCYAWCTOH maroioruu [5].
MyTanuu TeHOB JIFOMHKaHa, (GUOPOMOYIIMHA TIPHBO-
JIT K cuMntomam, HanomuHaromuM COJI, T.k. ¢puod-
POMOJIYJIMH W JIFOMHUKaH YYacTBYIOT B PeryJisiuuu o0-
pazoBaHMs aHCaMOJIei KOJUTareHOBBIX BOJIOKOH BBICO-
Koro mopsiaka. GUOPOMOIYIHMH — KITFOUEBON peryJis-
TOp, a JIFOMHUKaH- MOAYJITOP CUIIbl CyXxoxkuuil. IIpu
JIOTIOJTHUTENbHON MHAKTUBALIMU T'eHa JIOMUKaHa CHU-
JKCHHE CIIBl CYXOXKIJIMH 3HAYUTEFHO HapacTaer.
JIBoiiHBIC MyTaHTHBIC TOMO3UTOTHI C UHAKTHBUPOBAH-
HBIMH TeHamMu (PUOpOMOYIMHA U JTIOMHKAaHAa UMEIOT
¢denoturn, cxoaublii ¢ CIJl (HEHCTOWYMBOCTD MOXOA-
ku, [MC, obmast cmabocTh).

HauanpHBle STamel Aerpamalyy MPOTEOTIIHKA-
HOB OCYIIECTBIISIOTCS IPU BO3JIEHCTBUN CBOOOIHBIX
paIuKaoB.

YHOpyrocTe COCTUHHUTENFHON TKaHH OOeCTIedH-
BaeTCs AJIACTHYECKUMHU (MUKPODUOPMILISPHBIMHA)
BosiokHamMu. MyTanuu B reHax ¢puépuiinna 1 u 2
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NPUBOIAT K Pa3BUTHIO cuHApoMa MapdaHa — Ha-  HapyImIeHHE HOPMAaIBHBIX COOTHOIIECHHH ITOJTHIIOB
ciencTBeHHON QuOpwumHonatuu. [IpenmonaraioT,  KoJulareHa U aHOMAaJHH MHUKPOCKOIIMYECKOH CTpPYK-
410 (GUOPHILTUH 2 BBHINOIHET (PYHKIUHN peryisTopa  Typbl COeAUMHUTENbHON TKanu. B 1996 bpuranckoe

00pazoBaHUs 3TACTHUSCKUX BOJOKOH B PAHHEM M-  OOIIECTBO PEBMATOJIOTHH COOOIIMIO O BBIIBICHUH

OpuoreHese, a GuOpWILIHH 1 oOecrieunBaeT TIaBHble  MyTalMid B TeHaX (UOPWILTHHA B HECKOJIBKHX CEMb-

CTPYKTYpHBIE (DYHKIUU MUKPOGHOPUILI. SIX ¢ CHHIPOMOM rurepmodmisHocTH [1, 3, 5, 9, 10].
MexaHu3M pa3sBUTHS KJIMHUYECKUX CHMIITO- Cxema natorenesa popmupoBanus CI'MC

moB pu CI'MC. I'MC sBnsieTcst pe3ynbTaToOM Clla-  TpeJICcTaBieHa B puc 1.

00CTH CBSI30K, KOTOpast HOCUT HACJIEICTBEHHBIN Xa-

paktep. TMC Mmoxer ObITh NPHOOPETEHHOH, IIO- e ———

CKOJIBKY 00beM JIBIKEHHM B CycTaBaX MOXET OBITh | Arcsumposncucsros l : P —— I

VBEJIMYCH JI0 THIIEPMOOHIBHOTO TI0J BO3JICHCTBHEM .
TPEHUPOBOK. ApTHcTaM Oajiera, He OOIamaronIuM revermecan gesens [N poomarens Y [
HAaCJIE/ICTBEHHON TMOBBIIIEHHOW PpPacTSKUMOCTHIO : —_meere N

CBSI30K, MIPUXOAUTCS pa3BUBATh T'MIEPMOOUIBLHOCTD ;
ONpPENEICHHBIX CYCTaBOB, IIPU O3TOM H3HAYaAJILHO |
HCU3MCHCHHBIC OKOJIOCYCTAaBHBIC TKaHH 3allHUINAIOT S CIMClE

ux oT TpaBM. I'MC, X0Ts U HE yMeHbIIAeT IPOAO0JI- | T
JKATEJILHOCTA JKHU3HU, CYIIECTBEHHO CHIKAET €€ Acpauym

Ka4yecTBO, T. K. COIPOBOXKIAETCS BO3HUKHOBEHHEM
CYCTaBHBIX 00JIeH ¥ HETPYIOCTIOCOOHOCTHIO. )

BuoxuMudeckre U MOJNEKYJISIPHBIE HCCIENOBa- -
HUsI TIOATBEPAWIN KIACCH(PUKALUIO CHHAPOMA TH- OwGgmnnAoTaTIH,
IEpMOOIITFHOCTH, KaK HapPYIICHHUS COSANHUTEITBHON
TKaHHU. AHAJIN3 KoJUlareHa oOpas3moB KOXKH OT ITaIfi-
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B craTtbe npencTaBieH cOBPEMEHHBIM B3IV HA MEXaHU3M (DOPMHUPOBAHMSI CUMIITOMOB CHHIPOMA THIIEPMO-
OMJIBHOCTH CYCTaBOB, OJIHOTO M3 Ham0OJiee YacTO BCTPEYAIOLIMXCS CHHAPOMOB, aCCOLMUPOBAHHBIX C COEIMHU-
TEJILHOTKAHHOW JHCILIA3UEN.
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HOCTI CyrJIo0iB, OTHOTO 3 CHHAPOMIB, acOIIHOBaHUX 3 MUCIIIA3IEI0 CIIONIYYHOI TKAaHWHH, IO HAHOLIBII YacTo
3yCTPIYarOThCS.
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The current view on the mechanism of development of symptoms of joint hypermobility syndrome as the one
of the most common syndromes associated with connective tissue disorders in presented in the paper.
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