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Brenenne

B mocnennee necstunerne HaOmogaeTcs OTYETIMBOE YyBEJIMYEHHE OOJBHBIX, Y KOTOPBHIX BBISBISIOTCS
KJIMHUYECKHE TPOSBICHUs Auciuiazuu coexuuurenbHoil Tkanu ([ICT). He BI3bIBaeT COMHEHHMS, YTO JaHHAs
TIATOJIOTHS SIBJISIETCS. MEXKIMCIUIIIMHAPHON MTPpoOIeMO, OXBAaTHIBAIOIIEH MHTEPECH IIeINaTPOB, PEBMATOJIOTOB,
KapJIUOJIOTOB, OPTONEIO0B, TaCTPO3HTEPOIIOrOB, HEBPOJOIOB, KIMHWYECKMX T'€HETHKOB M MHOTHX APYTUX
cnenuanmuctoB. ObOpamaer Ha cebs BHUMaHHE CYMIECTBYIOIIUI MO0 MEXIy HAyYHBIMH JOCTIKCHHSIMH B
W3Y4CHUU CTPOCHHS, (QYHKOMH KIETOYHOTO W MEXKKICTOYHOTO BEIIECTBA COCTUHHUTEIBHOM TKaHW,
MOJIEKYJISIPHOM TEHETHKH ¥ MHOMKECTBOM HEPCIIEHHBIX IPAKTUYECKHX BOIPOCOB. Tak, Ha CErofgHs IIo-
MPEKHEMY OTCYTCTBYIOT €AUHAsA TCPMHUHOJIOIUS, Knaccndeam/m, 06L[Iel'IpI/IH5[TBIe KPpUTCpUU AUArHOCTUKH, a
TaKXKE€ OLCHKH CTEIICHH TSHKECTU COSIHMHUTEILHOTKAHHBIX AUCIUIasuii [1].

OO0mue cBeieHUs 0 CTPYKTYpPe COeANHUTETbHOM TKAHN

CoenuHuTenbHas TKaHb cocTaBisier Oonee 50 % Macchl 4YeIOBEYECKOTrO Telia, BBIMONHSIET B OpraHU3Me
MHOTOYHCIICHHbIE (DYHKIMU: TPOPHUECKYIO, OKCHI'CHUPYIOUIYIO, 3allIUTHYIO, OIOPHYIO, MEXaHHYECKYIO,
rOMEOCTaTHYECKYI0, CTPYKTYPOOOPa3yIOLIyIO.

CoOCTBEHHO COEMHUTENbHAS TKAaHb IPE/ICTaBIEHa PHIXJIOH U IJIOTHOH COEMMHNUTENLHON TKaHBIO.

Poixitast coeqHUTENBHAS TKAaHb IPEJICTAaBIEHA B OPraHU3ME MOBCEMECTHO: COCTaBIISIET CTPOMY OpIaHOB,
OKpYXXaeT KPOBEHOCHBIE COCY/IbI, HEPBbI, MBIIIIBI, (aciun, o0pa3yeT Oa3aJbHYyI0 MeMOpaHy KIETOK, apTephH
MBIIIEYHOTO THIIA, aPTEPHOIIBI M COCTOMT U3 KJICTOK M BHEKJIETOYHOTO MaTpPHKCA.

[TnoTHas coeanHUTENbHAS TKAaHb MOAPA3/IENAeTCs Ha INIOTHYIO HeO(OPMIICHHYIO H IUIOTHYIO O(OPMIICHHYIO.
[TnoTHast HeoopMIICHHAST COSAMHUTENbHAsI TKAHb COCTOUT M3 KOJUTAT€HOBBIX BOJIOKOH, JIEXKAIINX OO0 B OJHOM
IJIOCKOCTH, JHOO B pPa3HBIX HANpaBICHUAX, JHOO OECHOpsIOYHO, YTO MO3BOJSET BBIACP)KHMBATH OOJIBIIOE
pacTsDKCHHE B HANpPaBICHHH XOJa BOJIOKOH (AMOHEBPO3bI, CETYATBI CJIOW OEPMBI, KallCylbl M OOOJIOYKH
CCJIC3CHKH, J'II/IM(I)aTI/I‘-IeCKI/IX y3J10B, MBIIIII, HepBOB). IInoTHas COCAMHUTEIIbHAA TKaHb COCTOUT U3 OIIPEACIICHHO
HalpaBJICHHBIX U CTPOTr0o YIOPAJOYCHHBIX B OJIHOI‘;I TIJIOCKOCTHU KOJIJIAr€HOBBIX BOJIOKOH, YTO MPUAACT TKAHU
0co0yI0 MPOYHOCTh Ha pa3phiB. [TnoTHas odopmileHHAsT cOeAMHUTENbHAs TKaHb 00pa3yeT CBSI3KH, CYXOXKHIIHSL,
XPSIIHU, KOCTH.

[IpuHIMIMATEHOE OTIMYHME COEAWHHUTEIHFHOH TKaHW OT JIOOOTO THIA TKAaHW — H30BITOK BHEKJICTOYHOMN
MaTpHLBl TIPH CPAaBHUTEIHHO HEOOJBLIOM YHCIIE KIIETOK, COCTaBIIIOIIMX TKaHb. B MouyekynspHo#l Ononoruu
BHekseTouHast Marpuiia (BKM) onpenenena kak croxHash ceTh, C(POPMHpPOBaHHAs MHOTOYHCICHHBIMH
CTPYKTYPHBIMH MaKpOMOJIEKyJaMu (TIPOTEOTNIMKAaHAMH, KOJJIareHaMH, 3JIaCTHHOM). B3ammMoneicTByst Apyr c
JIPYroM ¥ C KJIETKaMH, OHHU TOAJECP)KUBAIOT LENOCTHOCTh TKaHeH. Marpuma obecrieunBacT cpeay, B KOTOPOi
MUTPHPYIOLIHE KIETKH MOTYT IepeMEIaThcsl M B3aMMOAEHCTBOBATH APYT € ApyroM [2].

HmenHo marpuma oOecrieunMBaeT OPraHM30BAaHHYIO CpeAy, B Tpelenax KOTOPOH MHUTPUPYIOLIHE KIIETKH
MOTYT NE€peMelaTbcs U B3aUMOJCICTBOBATH Ipyr ¢ ApyroM. Bce makpomonekynsl, cocrasisitomue BKM,
MPOMU3BOAATCA KJIETKAMHU B MaTpHle. B OONBIIMHCTBE COCAMHUTENBHBIX TKAaHEW MaTPUYHBIE MAKPOMOJEKYIIBI
CUHTE3UpyloTCsa (PubpobdIacTamMu, a B CHEMUATM3UPOBAHHBIX THUIAX COCAUHUTEIHLHOM TKaHW, TaKWX Kak,
HampuMep, Xps] U KOCTh — XoHApoOiactamu M ocreobmacramu. BKM coctonT M3 Tpex NpHHIMITHATIBHBIX
KOMITOHEHTOB: T'eJIe00pa3HON CpeJibl, KOJITAreHOBBIX BOJIOKOH M 3JTACTHHOBBIX BOJIOKOH [13].

KosareHoBble BOJIOKHA NPHUIAIOT COSAMHHUTENBHON TKaHM MPOYHOCTh M JIOATOBEYHOCTH. KommareHsr —
OoIHM W3 Hamboiiee oOWIBHBIX OenkoB Bo BKM m B coeqmHHTENRHOW TKaHW. B reHome demoBeka okosio 50
TeHOB, KOTUPYIOIIUX pa3IMYHbIC BHIABI KOJUIATEHOB, M TMPOIYKTHI 3THX TE€HOB oOpa3yiorT Oonee 20 THIIOB
KOJIIAr€HOBBIX BOJIOKOH [2, 3, 4].

OnactuHOBBIE BosiokHa BKM mnpunatot amactnanocts BKM U coemuHUTENbHON TKaHW. DJIACTHH COCTABIISET
okoino 50 % cyxoro Beca aprepuil. IlpencraBieH OoJHMM TeHOM. MyTalUu 3TOrO T'€Ha NPUBOIAT K CTEHO3Y
AOpTHI, JPYTHX apTepuil U3-3a Ype3MEPHOr0 KOJIMYECTBA KIIETOK TIJIaJKOH MYCKYyJaTypbl B CTEHKaxX apTepuil.



D1acTHHOBEIE BOJIOKHA, COCTOSIIUE U3 TACTHHOBBIX IENeH, CHApYXH 3alHIICHBI TIIHKOOeIKaMi MHOGUOpHILI,
BKITIOYAIOIIUMU (GUOPUILTHHBIL, (PUOYIMHBL, SMUIUHEL. | HOKHE BOIOKHA PEMOJICTUPYIOTCS diactaszamu [2, 4].

Onpenenne TUCNJIA3HU COEANHUTEIbHONH TKAHI

Takum o6pazom, JICT — reHeTH4eckn NeTepMHHHPOBAHHOE HAPYIICHUE Pa3BUTHS COCAMHUTENFHON TKAaHH,
XapakTepusymomieecst Ie(eKTaMH BOJOKHHUCTBIX CTPYKTYp M OCHOBHOTO BEIECTBA COCAMHUTEIBHOW TKaHH,
MIPUBOJSIEE K PACCTPOICTBY roMeocTa3a Ha TKAaHEBOM, OPraHHOM M OPraHW3MEHHOM YPOBHIX B BHIE
pasnuuHbBIX  MOP(QOPYHKIMOHAIBHBIX  HAPYIICHWH  BUCLEPAIBHBIX W JIOKOMOTOPHBIX  OpPTaHOB C
MPOTPETUCHTHBIM TEUCHHEM W OIpeAessiomee OCOOEHHOCTH acCCOIMMPOBAHHOW IaTOJOTMH, a TakKkKe
(hapMakOKMHETUKH U (papMaKoJMHAMHKH JiekapcTs [4, 3, 5, 6].

TpamuIMOHHO Cpelau HACJIEJACTBEHHBIX OOJIE3HEH COeIMHHUTENILHON TKAHW BBINCISIOT CHHIPOMHBIE U
HECHHJIPOMHBIE (POPMBIL. J[0CTaTOYHO M3yUEHHBIMU U U3BECTHBIMU SIBJISIOTCS CHHAPOMHBIE (pOPMBI ANCIIIA3UN —
curnpom Mapdana (CM), cunapom Dnepca-anno (CO/]), HecoBepiieHHBIH ocTeorenes, cuaapoM CTukiepa u
Ip., OOyCIIOBIICHHBIE BPOKACHHBIMH CTPYKTYPHBIMH M MeTaboIMYecKUMH aedekTaMu KosuiareHa [2].
KonmuecTBeHHbIE M KavyeCTBEHHbIC HapyIICHHWs OWMOCHHTE3a W JIETPajallid KOJUIareHa ONPENEISIOT CHEKTp
KJIMHUYECKMX CHMITOMOB 3a00J€BaHMH, I 0003HAYE€HHS KOTOPBIX B AHIJIOSN3BIYHBIX CTPaHAaX HCIHOJIB3YIOT
TEPMUH «HACIIJCTBEHHBIE KoJutareHoBble Oome3Hm» (Hereditary Disorders of Collagen) mnmm «reHeTmdeckue
KoutarenoBsle 0onesam» (Genetic Disorders of Collagen) [7].

Hapsny ¢ muddepennupoBanHsiME 3a007eBaHIAMU coennHUTENbHON TkaHu (CM, COJl), mMmeromumu
(eHOTHIIMUECKHE MPU3HAKHM, KOTOPHIE BBI3BAHBI INEPBUYHBIMH T'€HHBIMH HApYIICHUSMH, CYLIECTBYIOT €€
aHOMaJIMM B BHUJE HENOJHBIX, CTEPTHIX, HeAM(D(GEPEHIUPOBAHHBIX (GOpM. DTH aHOMAJIMU OOBEIUHSIOT B
muctnasun  coequauTensHo TKaHM ([CT). Ilom HuMM crnemyer mnoHuMaTth Takue wu3MmeHeHus CT,
(eHOTHIIMYECKHE U KIMHUYECKUE MPOSIBICHUS ITPU KOTOPBIX, C OJJHOM CTOPOHBI, CBU/ICTEIBCTBYIOT O HAIMYUH
COE/IMHUTENIFHOTKAHHOTO JieeKTa, a C JAPYroil — He YKJIaJbIBAIOTCS HU B OAWH M3 W3BECTHBIX T'€HETHYECKH
00YCIIOBJICHHBIX CHHPOMOB ME3EHXUMAIIbHOM HEIOCTATOYHOCTH [8].

ITHOJIOTHS U IATOreHe3

B ocHoBe (opmMHpOBaHMS IUCIUIA3UM COEAMHUTEIBHOW TKaHW JIeKaT HacleAyeMble MYTalud TEHOB,
KOAMPYIOUIMX CHHTE3 M NPOCTPAHCTBEHHYIO OpPraHW3alMI0 KOJUIareHa, CTPYKTYpPHBIX O€lKOB M OelKoBO-
YTJIEBOJHBIX KOMIIJICKCOB, & TAK)KE MYTAI[H T€HOB ()ePMEHTOB U KO(DAKTOPOB K HUM.

JCT umeror MynpTH(HAKTOPHATIBFHOE HACIEAOBAHNE W CBSI3aHBI C aHOMAJIMEH CHHTE3a U 0OOMEHa KoJulareHa
WIN JPYTUX OEIKOB COCOMHHUTENBHOW TKaHW (dnmacTuHa, GuOpwmmHa, TeHacuwnHa) [9]. B cuHTe3e 27 TumHoB
KOJITareHa MPHHAMAIOT ydacTtue 42 reHa, onucano 6onee 1300 myranuii B 23 U3 HUX.

Huctmasuss CT MokeT NPOWUCXOAWTH BCIIEACTBHE: aOHOPMANbHOTO CHHTE3a KOJUIATeHA, Ype3MEepHON
Jerpajialiid KOJUIareHa, HapyIIeHWs CTPYKTYPbl KOJUIAT€HOBBIX BOJIOKOH BCIEJICTBUE HEIOCTATOYHOH
MOTEePeYHOl CIIMBKH, aHAJOTUYHBIX aHOMAJINi{, CBS3aHHBIX C 3JIACTUHOBBIMU BOJIOKHAMH, Pa3pyILEHUs] TKAaHU B
pe3yabTare ayroMMMYyHHbBIX peakiwii [15]. Co3peBaHHe MONHOIEHHOTO KOJUIAreHa HA BCEX MEPEUHCICHHBIX
JTamax 00ecrneuynBacT MHOIMOYHCIICHHBIC JOTIOJIHUTENIbHBIC OCIKH U TeHbI [34].

BnusiHMe cpenpl Wrpaer poyib  TPUITEpHBIX (akTopoB. Hekoropble wuccnenoBaTend —JOMYCKArOT
MMAaTOTCHETHYCCKOE 3HAUCHHUE THIIOMAarHUeMHHU, OCHOBBIBAsICh Ha TOM, 4TO B 46,6-72,0 % Habmoaenuit npu ACT
oOHapyKuBaeTcs eMUIIUT MarHus B pa3iIndHbIX cyOcTparax [11, 12].

VoHBI Marausi BXOAAT B COCTAB OCHOBHOTO BEIIECTBA COCIUHMUTEIBHOW TKAaHU, M B YCIOBHUSIX MarHHEBOH
HEIOCTaTOYHOCTH HapylaeTcs CHOCOOHOCTh (MOPOOIAcCTOB MPOMYIUPOBAaTh KOJUIAr€H. OJTO BEOET K
HapymieHuo (HOpMHUPOBAHMS COCTUHUTENBHOW TKaHM, OJHHUM M3 MOP(OIOTHYECKHX IPOSBICHHH KOTOPOTO
SIBJIICTCS] XAOTHYHOE PACIOIOkKEHNE BOIOKOH Koutarera [40].

Haubomnee o0mmit 3¢ ekt Bo3AeHCTBISA MarHus Ha JIOOYIO0 TKaHb 3aKII0OYaeTCs B TOM, YTO MOHBI MarHUs
HeoOXxoaumbl urs ctabmwimsanuu Hekoxupytommx PHK. JleduunT MarHus npuBOIUT K YBENHYCHHUIO 4YHCTIA
nuchyHKIMOoHATbHBIX MoJiekyn TPHK, takum oOpa3zom cHWXas W 3aMemisisi OOIIyI0 CKOPOCTh OEIIKOBOTO
cunaresa. [Tomumo TPHK marnmii takxe crabummsupyer Hebonbime saepusle PHK (Tax HazeiBambie snRNA)
[18]. CnemoBarenbHO, AeHUIUT MAarHUs B COCAMHUTCIHLHOW TKaHW TPHUBEICT K 3aMEUICHHIO CHHTE3a BCEX
CTPYKTYPHBIX MOJICKYN (BKITIOYas MPOTEOTJIMKAHBI, T[ITMKO3AMHUHOTIIMKAHBI, KOJUTareHbl u 3nactuH) [41].
Mopdosoruyeckn Bce 3TH U3MEHEHHSI XapaKTePU3YIOTCSl HENPAaBUIIBHBIM (POPMUPOBAHUEM LiENel KoJUlareHa, B
pe3ynbTrare 4ero o0pa3yroTcsl Tak Ha3blBaeMble aHOMAJIbHBIE TPHMMEpPHI KOJUIareHa, KOTOpbIe HE BBIICPKHUBAIOT
JOJDKHBIX MEXaHMYECKHX Harpy3oK; HM3MEHEHWSIM TakKe IOJBEPrarloTcss M dJacTHueckue (QuOpMILIBL, U
TJIMKOIPOTEH IbI, U MPOTEOrNIMKAHBI ¢ pubdpodaactamu [14].

Kannudeckne nposiBjieHust

ITo nanubiM nuteparypsl, JCT BoisiBisitor y 20—80 % nacenenus [26].

3ameueHo Ooliee TsDKEJOE TEYEHHWE OCHOBHOTO 3aboneBanusi, nporekarouiero Ha ¢one JICT. Ilpu stom
OTCYTCTBHE JITOPUTMOB BeJIeHHS W pazpaboTaHHBIX MoaxonoB K Koppekuuu JICT BbI3BIBAIOT CEphE3HYIO
00ecmoKOeHHOCTh Bpayeit [4, 27].

JCT umeroT BBICOKYIO MEIMKO-COLMAIBHYIO 3HAYMMOCTh, TaK KaK €€ HaIN4YMe NPUBOJUT K OTPaHHUYCHUIO
MpOoeCCHOHATBHOIO  BBIOOpa, HEOMArompusATHOMY TEYEHHIO OCpeMEHHOCTH ¥ pOJOB, OIpEIesIeT



HETPHUTOJJHOCTh K CIIy’KO€ B apMUH, BBICOKYIO MHBAJIHMIM3ALHUIO, & TAK)XKE CIydad paHHEH M BHE3AITHOW CMEpPTH
[28].

Knuanueckne npossienust CT Tak pasHOOOpasHBI, YTO 3a4acTylO CIIOXHO OOBEIMHHUTH MHOXKECTBO
CHMIITOMOB BOEIMHO W 3a YacTHOW CHMITOMAaTUKOW YBHIETh CHCTEMHYIO TIaTONOTHIO. Mexmay TeMm,
BPOXKJCHHBIC WM HACICICTBEHHBIE NE(PEKTHI COCAWHHUTENHHON TKAaHU CIOCOOHBI NPHBECTH K HapYIICHHIO
KU3HEHHO Ba)XXHBIX (YHKIMH M HMETh 3aBEAOMO CEPHE3HBIM IPOTHO3 JUI JKU3HH M TPYJOCIOCOOHOCTH
nanuenTos [15].

Pa3zHooOpasue MyTtalmii ¥ uX (EHOTUMMYECKUX MPOSBICHUH YCIOXKHSIET JUATHOCTHKY. Y YUTHIBAs IIMPOKYIO
NPE/ICTABICHHOCTh COCJMHUTEIBHOW TKaHM B OpraHW3Me, JaHHas TpyIa HapyLIeHUH CIY)KUT MPHIYHMHON
OCJIO)KHEHHOT'O TeueHHsl 3a00JIeBaHUK CaMbIX Pa3HbIX OpraHoB M cucrteM. OCHOBHBIMH OpraHaMH-MHIICHSIMH
SIBJIAIOTCSI: KOKa, OMOPHO-/IBUTATENbHBIN ammapar, cepJeqHO-COCyAUCTas, HepBHas cuctema [9, 10].

HanbGonee wacto BcTpeuaromyecss (DEHOTHIIMUECKHE IPHU3HAKH COEJIMHHUTENILHO-TKAHHBIX HapyLICHUH
SIBIISIFOTCS: TIOBBILICHHAS! PACTSHKUMOCTD KOXKH, BUIAMMBIE COCYIIBI JIMLA M TPYAH, BAPHUKO3HBIC BEHBI Ha HOTax,
TPBDKH  KHMBOTA, IUIOCKOCTONIME, MHOIMS, CKOJHMO3, JAeOpMalMy TPYZHOH KIIETKH, MapoJOHTO3,
THIIEPMOOHIIBHOCT CYyCTaBOB, CTPHU JKMBOTA, apaxHOIaKTHIIHs [16].

Hawu6onee gacto (B 57-94 % ciyyaes) JICT nuarsoctipyercs 10 MaTOJIOTHUH CKeneTa: JedopManust rpyJHOH
KIIETKH ¥ TI03BOHOYHHKA, TIOCKOCTOITHE, THIIEPMOOMIFHOCTh CYCTaBOB, IOBEHHIIIBHBIN ocTeoxoHapo3 [17, 18].
[Tatomorus MBIIIEYHONW CHCTEMBI MPOSBIAETCA TMIOTPOGHEH, TUITOTOHNEH MBIIII, AUACTA30M MPAMBIX MBIIII
KHMBOTA, a0JOMHUHATBHBIMH T'PBIKAMH; MATOJNOTHA KOXH — B BHJE THMIIEPANACTUYHOCTH KoxH, cTpuid. Co
CTOPOHBI TOPAXKEHUI CepIeyHO-cOCyaucTON cHucTteMbl Hambonee dwacto (3-10 %) BcTpewarorcst mposarnc
mutpasibHoro kianana (IIMK) u noxHbie xopasl JeBoro xenyaodka [20, 17]. XKamoOsr Ha nepedbou B padbote
cepana u cepauebuenus mnpeassBusitor 42 % marwmentoB ¢ JICT [17, 21]. OGHapyXeHO H3MCHCHHE
apTepHAIBHOTO JIABJICHUS: Y MOJIOJIBIX JIMII Yallle BCTPEYaeTCsl TaK Ha3blBacMasi MIMONAaTHYECKast apTepruabHas
THIIOTEH3Ms, C BO3pacToM — Hpeodianaer aprepuaibHas runepreHsust [17]. I[IposiBneHust cocyamcroro
CHHIpOMa — BapUKO3HOE pACIIMPEHHE BEH BEPXHHMX W HIDKHHX KOHEYHOCTEH, BapHKOIele, I'eMOppoi,
MOpayKCHUE apTepuil 3JacTMYECKOrO0 THIAa B BHJAE NAaTOJOIMYECKOW W3BUTOCTH apTEepUil BIUIOTH IO
nerineodpazoBanus [22, 43]. Bonee uem y tpetu aun ¢ JACT Habmomarotes opTaibMOIOrHYECKAE MPOSBICHUS
— MUOIHUS PA3IUYHON CTEICHM, ACTUTMAaTh3M, THUIIEPMETPOIUs, BBIBUX M IOABBIBUX Xpycranuka. Yacro
OOHAPY)KMBAETCSI TATOJOTHS JKEMYHOYHO-KUIIEYHOTO TpaKTa — JUCKUHE3WsS >KEIYEBBIBOIAIINX ITyTEH,
JYONCHOTacTPaINbHBIH W TracTpod3odaranbHblii pedIrOKChl, TacTPONTO3, AWBEPTHKYJBl IHINEBOJA, TPbDKa
numeBogHoro otBepctus muadparmel [17]. Co crtoporsl MoueBod cuctemsl [JICT wame mposBisercs
Hedponrozom — B 9,1-20 % ciryyaeB, aHOMaNUAMHU cTpoeHus moyek — y 11,6 % [15, 17]. docraTtouHo peaxo
HabmromaeTcst mopakeHne OponxoieroyHoi cuctemsl (6 %) [17]. IlopakeHme HEpBHOW CHCTEMBI MOXKET
XapaKTepU30BaThCss CHHAPOMOM Bererococyaucroi mucronuu (BCJ) — B 68-87,0 % cinydaeB, CHHAPOMOM
nepebpoBackyasipHbix HapymeHuid. JICT 9acTo conmpoBOXXAaeTcs reMOpPParn4ecKUMH U TPOMOOTHYECKUMH
HapylICHUSMH, HapYIIEHUSMH HMMYHHOH 3amuThl. B TpaBMaTroioruym ocraercsi HepeumeHHOH mpobiiema
3aMeUIEHHO KOHCOJIMAAINH IIEPEIOMOB KOCTEH, pa3BUTHE JIOKHBIX CYCTaBOB KaK BapUaHTHI NATOJIOTHYECKOTO
PEMOICTUPOBaHHUS KOCTEH, TPpeOyIOIIHe MOBTOPHOTO OMEpaTUBHOTO BMematenbeTea [29, 30].

EcTp naHHbIE 0 BHICOKOH YacTOTE BBISBICHHS CHHJIPOMOB BTOPHYHOIO MMMYHOAE(DHUIINTA, Ay TOUMMYHHBIX H
aJNIepruYecKux CUHAPOMOB [23].

[t XupyproB 0COOEHHO BaKHO OTMETHThL 0coOeHHOCTH 3axxuBieHus pan mpu JCT.

INocnenHsas craans 3aKUBJIEHHUS paHbl — 3TO (JOPMHUPOBAHUE COCAMHUTENBHON TKaHU. B HOpMe KoutareH
cekperupyercst GpubOpobiacTaMH W TJIAJKOMBIIICYHBIMH KJIETKAMH KaK MOHOMEp, 3aT€M BO BHEKIECTOYHOM
MIPOCTPAHCTBE 3TH MOHOMEpPHI TOJIMMEPHU3YIOTCS B CHHPAIbHOOPUCHTHUPOBAHHBIC IUIOTHBIE HEPACTBOPUMBIC
BOJIOKHA, Jjajiee MIPOUCXOIUT PEMOJICINPOBAaHNE KOJUIareHa 1 (GopMupoBaHue MeperieTalomencst CeTH BOJIOKOH.
B Teuenue 6-tu MecsmeB HaOMIONACTCSl yBENWYEHHE NPOYHOCTH pyOlla Ha paspblB, NMPH 3TOM KOJIUYECTBO
KOJUIareHa yMeHbIlaeTcs. B KOHEeYHOM cueTe, BoOccTaHaBiuBaercs Toibko 80 % 0T mnepBOHAYAIBHOM
npoyHocTH. Taxke CHUKAETCS U DIIAaCTUYHOCTH TKaHU [24, 25].

PexoHCTpYKIMs paHbl 3aBUCUT OT paBHOBECHS] MEXJy 00pa30oBaHHEM KOJUIareHa W ero Aerpajanmuei, T. e.,
JUISl HOPMaJIbHOTO PaHO3KUBJICHHS KOJUIAreH J0JDKEH He TOJIBKO CUHTE3UPOBATHCS, HO M Pa3pyIIaThCs.

B runeprpoduyecknx u KeJIOUIHBIX pyOlax oOpa3oBaHMe KoJUIareHa mpeodiaiaeT Ha/l €ro paciagoM u3-3a
He/locTaTKa KOJUIareHasbl, BCJIEICTBHE Yero pa3BHBAEeTCsl MOLIHBIN (hruOpo3. B kayecTBe BaKHEHIIMX MECTHBIX
(hakTOpOB IpU OOLIMPHBIX TPaBMax, MPOBOLUPYIOMINX BOCHAJICHUE, PACCMATPUBAIOT TKAHEBYIO I'MIIOKCUIO H
UIIIEMHUIO, KOTOpPhIC Ha (pOHE HACIICACTBEHHOW AMCIUIA3MH WHHUIUUPYIOT pa3BUTHE KeaouaoobpaszoBanus [31,
32].

VY namuentoB ¢ JICT ¢ 6oJbIoi 4acTOTOW BCTPEUaeTCsi OCOOBIN TUIT 33KUBJICHUS KOXKH, MPEICTABIISIONIHIA
co00i1 OB B BUJIE «IAITUPOCHON OyMarm», 4To CBUIETEIbCTBYET O HEMOJIHOIIEHHOCTH KoJulareHa Koxu [19].

Tak >xe uMmerorcst paHaele o ToM, uto JICT siBisieTcss ogHOW M3 BaKHBIX NPUYMH (OPMHUPOBAHMS TPBDK
(maxoBbIX, OenoW JHMHUM >KMBOTA, IIOCTONICPAallMOHHBIX W JAp.). Psn  wuccnemoBaresieil ¢ MOMOLIBIO
MMMYHOTUCTOXMMUYECKHX METO/OB NPHUIUIM K BBIBOJY O HH3KOM KOJIMYECTBEHHOM COOTHOIICHHH 3PEJIOro



koyutareHa | tuma um Hespenoro kosutareHa III Tuma y OONBHBIX C TPBDKEBBIM aHAMHE30M, TEM CaMbIM
MIPOIEMOHCTPUPOBAB CBS3b T'€HEPAIM30BaHHOI'O HAPYIICHUSI CO3PEBAHMS KOJUIAreHa ¢ 00pa30oBaHMEM TPHDKU
[33].

Nmerotcst paboThl, B KOTOPBIX HMCCIENYETCS B3aUMOCBA3b MEXIy PELMIMBAMH IOCIE TEPHHUOIIACTHKH (B
TOM YHCJIE C UCIOIB30BAHNEM ITONHATIpONIIeHOBOH ceTkH) 1 HanmmaueM JICT. Bo Bcex paboTax aBTOPHI IIPHIILITH
K BBIBOAY, uTO Hammuue y nanuenta JICT pe3ko MOBBIMIAET BEPOATHOCTh PEIUANBA Mmociie onepanun [35, 36, 42,
44].

Eme oganm mapkepom JICT SBISIOTCS aHOMAJIUS CTPOSHHS M PACIIONOKEHHS KETIHOTO ITy3BIPsI, aTUITHYHAS
aHaToOMUs TPEYroJbHHUKa Kano, JUCKHHEC3HU KCIITYCBBIBOAAIINUX nyTeﬁ 10 TUIMOKMHCTUYECKOMY THUITY, YTO, B
CBOIO Ouepelb, MOXET MOCIY)XHTh OCHOBOW s (opmupoBanus Ownmuaphoi maronorud [37, 38]. Tlo
JUTEPATYpHBIM NaHHBIM y 47,7 % OONBHBIX C JKeTUYeKaMEHHOH OO0JIE3HBIO BBISABICHBI KIMHUYECKHE MPU3HAKH
JIMCILIA3UH COSTMHUTEIIBHON TKaHH Pa3IMYHON CTETIeHH BbIpakeHHOCTH [39].
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