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CtaThsl MOCBSIIIEHA 0030pYy JUTEPATYPHBIX HCTOYHHUKOB MO (paKTOpPaM NPOrpecCHPOBAHMS MIUONATHYECKOIO
ckos1no3a. HecMOTps Ha TO YTO KIMHMYECKAs KAPTHHA WIMOMATHYECKOr0 CKOJIMO032 OMMCAHA AABHO, MPUYHHA
ITOro cOCTOSIHHSI He ompeaejeHa. CyliecTByeT MHOXKECTBO TEOPHUH M Pa3IMYHBIX (aKTOpPOB, KOTOpbIE,
BO3MO’KHO, OOYCJABJIMBAIOT MPOrpecCMpPOBaHHME CKOJHOTHYECKOl aedopManMM, OJHAKO [0 HACTOSIIETO
BpPeMeHH OTCYTCTBYeT €IMHAs TOYKAa 3peHHUs, YKa3bIBalOLIas Ha XapakTtep ee TeueHus. OOUH U3 caMbIX
CJIOKHBIX BOIIPOCOB, KOTOPOMY HOCBSIIEHO MHOJKECTBO WCCJeJOBAHUN, OT Kakux (aKTOpoB 3aBHCHT
JAajbHelillee TeyeHHWe M IporpeccupoBanue JedopMauuu MO3BOHOYHMKA. B naHHOM 0630pe jauTepatypsl
NPOBe/eH AHAJIN3 PA3JIHYHBIX KIMHHKO-JIY4Y€eBbIX, OHOXUMHYECKHX, TOPMOHAJILHBIX KPHTEPUEB, 0COOEHHOCTEI
TPOMOOLUTAPHOr0 3BEHA CHCTEMbI IeMOCTa3a, a TAKIKEe COMYTCTBYIOUIMX AHOMAJHUI Pa3BUTHSI MO3BOHOYHOIO
KaHalla M CHHHHOI0 MO3ra, KOTOpble, MO JAHHBIM PsijIa HcCaeloBaTeliell, MOTYT OKAa3bIBaTh BJIMSIHHE Ha
XapakTep TeueHus AeopManuu MO3BOHOYHHKA.
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This article highlights the literature on the factors for progression of the idiopathic scoliosis. Despite clinical
picture of this condition is well-known, there is still no obvious cause of it revealed. There are many theories and
different factors which may probably determine the progression of scoliotic deformity but until present time
there is no consensus on the development of the disease. One of the most important issues for the research is to
reveal the factors which will lead to further progression of the deformity. Current review focuses on the
literature determined to clinical, radiological, biochemical and hormonal criteria, special features of platelet
chain hemostasis and concomitant anomalies of vertebral canal and spinal cord which may have an influence on
the development of spine deformity.
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C tex mop kak ['mmmokpar mpuBea KIMHUYECKOE OMUcaHue, a ['ajleH mpemiokumi TepMUH
«CKOJIMO3» Uil OTpeneNieHus] nedopManry TMO3BOHOYHHKA, MPOIUIA THICSYENETHS, OJHAKO HET
€MHON TOYKHM 3pEHHS] Ha WCTUHHYIO MPUYMHY, a TAK)K€ MAaTOreHe3 M MEXaHU3M DPa3BUTHS 3TOM
narojioruu [1].

Hedopmariusi MO3BOHOYHMKA SIBJISIETCSI OJHOM M3 PACIHPOCTPAHEHHBIX OPTOMEANYECKHX
MaTOJIOTUH AeTCKOro Bo3pacra. ¥ neret 10-18 nmeT uanonaruyeckuii CKOJIMO3 AUATHOCTUPYETCS B
2-3% cnydaeB B MOMYJISIIMU, OJTHAKO TEUCHHE 3a00JI€BaHUA Y KAKIOTO peOeHKa WHIUBUY AIHbHOE:
y oHuX Aedopmanusi MeeT ObICTPBI TEMIT IPOTPECCUPOBAHMS, Y IPYTHX BeIUYHHA AepopMaliu
OCTaeTCsl MPAKTUYECKU HEU3MEHHOM [2].

Heo6xoauMo OTMETHTBH, YTO CKOJIMO3 B HACTOSIIEE BPEMSI CUMUTAETCS MYJIbTU(HAKTOPHBIM
3aboseBanueM [3], BnepBbie 00 3ToM Hadan roBopuTh M.A. MoBmosuu [4]. [lo ero MHeHUIO, IS

pa3Butus AehopMarii He0OX0IMMO HAIHIUE XOTs ObI TpexX (aKTOPOB:



1) mepBHYHOrO MATOJOTHYECKOro  (aKTopa, HAPYIIAIOMIETO HOPMAJIbHBIA  POCT
MMO3BOHOYHHUKA, 3TOT (PAaKTOP MOXKET ObITh W NMPHOOPETEHHBIM (IUCIUIACTHUYECKUE M3MEHEHHUS B
CIIMHHOM MO3T€, TO3BOHKAX, JUCKaX);

2) dakropa, co3maromiero oomui maroiornueckuii poH opranuzMa (Hampumep, 0OMEHHO-
TOpPMOHAJIbHBIC HAPYIICHNU );

3) cTaTHKO-TMHAMHYECKUX HapylIeHUH — (pakTopa, KOTOPBIA MPHOOPETAET CBOE 3HAUYCHUE B
nepuoj; OpMUPOBAHUS CTPYKTYPHBIX U3MEHEHUH TTO3BOHKOB.

K mporpeccupyromniemMy xapakTepy TEUEHHUSI CKOJIHMO03a MOXKET IMPUBECTH TOJIBKO COYETAHUE
BceX Tpex (hakTopos.

B namem o0030pe nuTepaTypbl Mbl CKOHLIEHTPUPOBAJIM BHUMAaHUE Ha KIMHHKO-JTyYEBBIX
KPUTEPUSAX, a TaKXKe COMyTCTBYIOIIMX AHOMAJHSIX Pa3BUTHS MMO3BOHOYHOTO KaHala M CIIMHHOTO
MO3ra, KOTOpBbI€, MO JaHHBIM HCCJIEN0BaTeNel, MOTYT OKa3blBaTh BIUSHHE Ha XapakTep TEUCHUS
nedopMaIuy IMo3BOHOYHHUKA.

Pan uccrnenoBareneil yTBep)KIalOT, 4TO MpOTrpeccHpoBaHUE Aedopmanyuy MO3BOHOYHUKA
CBSI3aHO C TOJIOM peOEHKa, BO3PACTOM MOSBIEHUS MEPBUYHOTO UCKPHUBICHUS, a TAKXKE KOCTHBIM
BO3pAacTOM ManueHTa. MOXXHO OTMETUTh TOJBKO OJHO HCCJIEeIOBaHHUE, aBTOPBI KOTOPOTO
MOMBITAJNCHh  pa3paboTaTh  AITOPUTM  ONEHKH MPOTPECCHUPYIOMIETO  XapakTepa TEYCHHUs
CKOJTMoTHYeCKOo aedopmanuu 1mo3BoHoYHHKA. Perdriolle, Vidal [5], u3yuuB peHTreHOTpaMMbI
TIIATEIPHO OTOOpaHHON rpymmbl (221 4yenoBek) OOJBHBIX ¢ MIUOMATHYECKUM CKOJIHMO30M TOJIBKO
TPYAHON U TPYNOMOSACHUYHON JIOKAIW3alUN, BBIICTIIN CIEAYIOUINe MapaMeTphl, OT KOTOPBIX, O
UX MHEHHIO, 3aBHUCHT MPOTHO3 M XapaKTep NPOTPECCHPOBAHMS CKOJIMO3a: BEJIMYMHA TOPCHU
BEPIIMHHOTO TO3BOHKA (ompeaeneHHas no meroay Perdriolle), yron ocHOBHOM ayru nedopmanyn
no Cobb, cnemuduueckas poranus (CymMMa YIJIOB POTallid, U3MEPEHHOMW I JBYX ITO3BOHKOB,
PacIoIOKEHHBIX KayJaJlbHee BEpPXHEro KOHIEeBoro mo3oHka). R. Perdriolle u J. Vidal nmonaranmy,
YTO MPOTHO3UPOBATH TEUCHHE Ae(POopMaIK MO3BOHOYHOTO CTOJI0a MOXKHO B J1I000M Bo3pacte. C ux
TOYKH 3pEHHS, U IETeH OT 6 JIET IO BO3pacTa 3aBepIICHHs IyOepTaTHOTO Meproa KPUTHIECCKUM
ABJISIETCS TIOKa3aTedb pOTAllMM BEPIIMHHOrO TMO3BOHKAa B 15°. Ecimu porauus anukagibHOTO
MO3BOHKA MpeBbIIaeT 15°, To kK MOMEHTY 3aBepileHus GOPMUPOBAHUS CKeJeTa Yyroi aedopmaruu
OCHOBHOH ayru Oyzaer coctaBisath Oonbire 90°. [Ipu poranuu no3Bonka B 10-15° ckonuoruueckas
nyra A0CTUrHeT BenuuuHbl 70-90°, a npu BeJIMYMHE pOTAllMK BEPIIMHHOIO IO3BOHKA B Ipejenax S-
10° yros uckpuBieHHus OCHOBHOM ayTH coctaBut 40-70°.

[TonpocTkoBbIE (MAMOMATHYECKHUE) CKOJIHO3BI MPOTPECCUPYIOT B HAMOOINBIICH CTENEHH B
MEPUOJT MEXy Ha4aJOM MOJIOBOTO CO3PEBAHMUS U 3aBeplIcHHEeM (GopMupoBaHus ckeneta. 1o 3Toro

nepuonaa yron nedopmanuu mno3BoHouHuka mo Cobb y OonmpmmHCcTBa Aereit He mpeBbimaeT 30°,



TedeHue AeGopMalMu CUNTAEeTCs CTAaOMIBHBIM. [leprnosl yCKOpEHHOTO MPOrpEecCHpPOBAHUS PEIKO
MPEBBIIIAET 3 TOA.

Weinstein [6], B Teuenue 40 jeT H3y4yaBIIMI E€CTECTBEHHOE TEUEHHE HIMONMATHYECKUX
CKOJMO30B 'y OONBIIOW TPYNIBl HCCIAEAYyeMbIX, TPHUIIET K BBIBOJY, YTO OCHOBHBIM
MPOTHOCTUYECKMM  (PAKTOpOM  TIPOTPECCHUPYIOIIEr0  XapakTepa  TEUCHHs  MCKPUBICHUS
MMO3BOHOYHHUKA SIBJISIETCS] BENIMYMHA JehopMallid M POTALMU ANMUKaJIbHOTO MO3BOHKA K MOMEHTY
3aBepuieHus: ¢GopMUpoOBaHUs ckenera. (s TpyAHBIX U S-00pa3HBIX CKOIMO30B KPUTHUECKAS
BeIMYMHAa HCKpuBiIeHUs yria Cobb coctaBmser 50°, ans TpyaHBIX M IpyAOHOsSCHUYHBIX — 30°.
[IporHocTryeckn 3HAYMMOH JUIsI BCEX THUIOB JeQOpManuil SIBISETCS POTAIsl BEPIIMHHOTO
1mo3BoHKa 6oee 30°.

K ananormunomy BeiBoay npunuiu Picault ¢ coaBrt. [7], ux uccneqoBanue BKIIOYAIO TPYITY
3 53 OONBHBIX B MEPHUOA aKTHBHOrO pocta. OHM OTHECIM K YHUCIy mporpeccupyrommx 57%
MAIUEHTOB, Y KOTOPBIX HAOIIOAAIOCH ITporpeccupoBanne aedopmanmu 6onee 5° B rox. [Ipu sTom
OHU OTMETWJIM, YTO NIa)K€ MPOrPECCUPYIOIIUA CKOJIMO03, €CIU OH He mpeBblmaeT 30° K MOMEHTY
3aBepuIeHus] JOPMUPOBAHUS CKEJIEeTa, B AAbHEHIIIEM OCTaeTCs CTAOMIBbHBIM.

Bunnell ¢ coaBr. [8] BeIaenMIM B TPYIIBI IPOTHOCTHYECKUX (PAaKTOPOB, MPOAHATIM3UPOBAB
TEYEHHUE MATOJOTUU y 326 ACBOYEK C MAMOMATHYECKUM cKoiro3oM. IlepBas rpyrmma ¢akTopoB -
MIPOTHOCTUYECKH HE3HAYMMble, K HEW OTHOCATCS: CEeMEHHBI aHaMHEe3, HHIEKC «pPOCT/BEcy,
BEJIMYMHA TPYAHOTO KH(03a U MOSCHUYHOTO JIOP03a, aHOMAIIUU TOSCHUYHO-KPECTIIOBOTO OT/eNa
MO3BOHOYHHUKA, a Takke OamaHc TynoBumia. [IporHOCTUYECKHM IIEHHBIMH C TOYKH 3pEHUs
IporpeccupoBanusl JeopMaluy SBISIFOTCA THI UCKPHUBIEHUS (IpynHble aedopmaruu Hambosee
CKJIIOHHBI K TMPOTPECCUPOBAHUIO, TOSICHUYHBIE — MeHee), moia pebeHka (y /AeBoYeK
nporpeccupoBanue jaedopmanuu  HaOJ0JaeTCsl valle), pPaHHUN BO3PACT  BBISBICHUS
nedopManuy, BeJIMYMHA JyTH, OTCYTCTBUE MeEHCTpyauui, TecT Puccepa. Taxxe cpenu
MPOTHOCTUYECKH BaXXHBIX (HaKTOpPOB HamOollee HAJAC)KHBIMU U JOCTOBEPHBIMH  SIBISIOTCS
OCTaTOYHbIE MOTEHIIMU POCTA U BEIMYMHA OCHOBHOM AyTH AedopMaliny.

Emie omHO M3 MccnenoBaHnid MAMONATHYECKOTO CKOJIM03a Ob10 mpoBeaeHo M.I". JlynuHbiM
[9]. U3yueHue cOCTOSHUS SHAOKPUHHOW CHCTEMbI, & UMEHHO YPOBHS OCTEOTPOIHBIX TOPMOHOB
runodusza, IMOKazajao, 4YTo B OONBIION Tpymnne OOJNBHBIX XapaKTEPHUCTUKU OCTEOTPOITHOIO
TOPMOHAJIBHOTO NPOQWIsT YETKO KOPPEIHUPOBAIU C XapaKTepoOM TEYEHHUS HAMONATHYECKOIO
ckonuo3a. [Ipu Hamuuuu B KPOBH BBICOKOIO YpPOBHS TOPMOHOB, OTBEYAIOUIMX 32 CTUMYJISILIHIO
CUHTETUYECKUX  TIPOIIECCOB (KanbIUTOHUH, COMATOTPOIIHH), 3a0oneBaHue UMeJo
Iporpeccupylomiee TeueHue, a Mpu BEICOKUX KOHIIEHTPALUIX UX (YHKIMOHAJIBHBIX aHTarOHHUCTOB

(mapaTupuH, KOPTU301) — CTAOMIIBHOE.



CornacHo apyroil Teopuu, BOCHPUUMYHMBOCTH KOCTHOM TkaHu npu MC k scTporeny
n3Mensercd. [lonumMopdu3M reHoB-pelenTopoB ICTPOreHa KOPPEIUPYET € TAKECThIO edopMaluu
no3BoHouHuka npu MC [10]. Ilpu 3TOM B naToreHese 3CTPOreH-3aBUCUMON TEOPUH HET CBA3H
MEXJy YPOBHEM JCTPOr€Ha M TDKECThbIO AedopMaiuu, pasHuia mexay namuentom ¢ UC u
3/I0pPOBBIM YEJIOBEKOM 3aKJIIOYAETCs] B KAUECTBEHHOM COCTaBE PELIENITOPOB 3CTPOreHa.

Eme oguuM ¢akTtopoM mnporpeccupoBaHMs AeGopManuy IO3BOHOYHUKA  SIBIISETCS
MEJIaTOHWH-CUTHAJIbHAsE cucTeMa. MeNaTOHMH CHOCOOCTBYeT pPOCTY KOCTHOM TKaHM 3a CYeT
yBenuueHus auddepeHunpoBkrn Me3eHXuManbHbIX Ki1eTok (MSC) B ocreobnactel [11], mpu sTom
CTHOCOOCTBYs Tposn(epanui 0CTe00IacTOB, OH yMeHbIaeT 3kcrpeccuto RANKL octeobnactos. B
OIbITaX HA >KUBOTHBIX YyJaJIeHHE HIMIIKOBHJHOIO Teja CIIOCOOCTBOBAIO PAa3BUTHIO JepOopMaLuu
MIO3BOHOYHHUKA, a BBEJEHHME MeJaTOHWHA mpenstcrBoBano passuthio MC. OpgHako y mrofei B
COOTBETCTBYIOIMX HCCIIEIOBAHUAX TAKOM KOPPEISILIMM MEXy YPOBHEM MEJIATOHWHA U PA3BUTHUEM
nedopmaruu HaiieHo He 0bu10 [12]. TIpy 3TOM OTMEUaeTCsl, 9TO MEJIATOHUH MOYKET MHIYITUPOBATH
nposrdepanuo HOpMaIbHBIX 0CTE00IaCTOB YeIoBeKa, HO He Y 0oibHbIX C, 4TO TOBOPUT O TOM,
yto npu MC Hapyena menaroHuH-curHaibHas cucreMa [13]. CBsA3b MEXy YPOBHEM MEJIATOHUHA
U pa3BUTHEM JaedopManyy IMO3BOHOYHHMKA HA JAaHHBIHK MOMEHT HE 1O KOHIIa SICHA, OJHAKO
nonuMopdusm reHa-peuentopa 1B — menatonuna Bei3eiBaeT paszsutue MC [14], xpome Toro,
MEJIATOHUH BBI3bIBaeT (POoCHOPUIUPOBAHNE HHTHOUTOPHBIX CUTHAIBHBIX O0CJTKOB, KOTOPBIE CBS3aHBI
C perienTopaMy MeJJaTOHWHA Ha MeMOpaHax octeo0siactos [15].

OnHoit n3 nmpuuuH uauonatuyeckoro ckonuosa (MC) cuntaercs HapylieHne MeTaboau3mMa
KOCTHOHM Tkanu. Y manueHToB ¢ MC nHaOmomaercs Oojiee HM3Kash MUHEpalbHasl IUIOTHOCTBH Tell
MTO3BOHKOB TOSICHUYHOTO OTJIejla TO3BOHOYHMKA [3], a Takke M3MEHEeHHs B ux pocrte [3; 16], uto
IPUBOAUT K HECOOTBETCTBUIO MEXKAY POCTOM IEPEAHUX U 3aJHUX CTPYKTYp MOSCHUYHBIX
MO3BOHKOB. B mocnemHue roisl cooOmiaercss o0 OCTEONEHHM, KaK OJHOM M3  (PaKTOpOB
nporpeccupytomero teuenus VUC [17]. M3BecTHO, YTO LEHTpalIbHBIM 3JIEMEHTOM B PEryJISALUU
KOCTHOM Macchl siBisieTcss dkcrnpeccust kamma-B-muranga (RANKL) wyknewanoro ¢akropa
0CTe00JIaCTOB, KOTOPBIH CTUMYJIMPYET AaKTUBHOCTb OCTEOKIACTOB M PE30OPOLUI0 KOCTH IyTeM
csa3biBaHusg RANK ¢ memOpaHoil ocTeoknacToB, 4To BeAeT K cuHTe3y ocreonporerepuna (OPG),
KOTOPBIIl MHAKTUBHUPYET OCTEOKJIACTbI, a, CIIEOBATENbHO, W pe30pOIui0 KocTHOM Tkanu [18].
Wutepecno, uto y nereir ¢ MC (ocoOeHHO y neBouYeKk) B OOJIBIIMHCTBE Cly4yacB Oblla HaiijeHa
mytanus  OPG, mnoBeimennoe comepkanne RANKL B KpoBH, YTO CHOCOOCTBOBAJIO
B3aumozeiicteuio RANKL u OPG, akTuBHpys TeM caMbIM OCTEOKIACTHYECKYIO cuctemy [19].

[TapaBepTeOpanbHble MBIIIIBI MIPAIOT KIIOYEBYIO pPOJIb B 00ECIEUEHHUU CTaOMIBHOCTH
1o3BoHOYHMKA. C y4eToM 3TOoro ogHa u3 teopuil nmporpeccupoBanusi MC 3akimtouaercst B TOM, YTO

TUCHYHKIMS MMapaclHaIbLHBIX MBIIII TPUBOJIUT K pa3BUTHIO Aehopmariii. AHamu3 gaHHbIX DOMI



MapacnMHAIBHBIX MbIII y mnanmueHToB ¢ VMC cBuperenbcTByeT 00 acHMMETPUHM MBIIICYHOU
AKTUBHOCTH M aHOMAJIUSIX HEPBHO-MbIIEYHON nepenauu [20], T.e. CymeCTBYeT MHEHHE, YTO IO
naHHbiM  OMIT  mapaBepTeOpaibHBIX MBI MOXHO IPOTHO3MPOBATH TSHKECTh Pa3BUTHUSA
nedopmanuu nozsonounuka npu UC [21].

W3mepeHue CKOPOCTHM CHHTE3a MBIIIEYHBIX OENKOB € MCHOJIb30BAaHUEM CTAOMIIbHBIX
M30TOIOB MTOKA3aJI0, YTO YPOBEHb CHHTE3a O€JIKa MapaBepTeOpalbHbIX MBIIII] HA BOTHYTOH CTOpOHE
nedopMalui CHIKEH 10 CPAaBHEHHIO C BBITYKJION CTOPOHOI [22].

['ucTonoruueckue MCCIEAOBAaHMS TaKKe MOKa3ald, 4TO HapaBepTeOpalbHBIE MBIIIIBI Ha
BOTHYTOM CTOpOHE Jedopmarnmu UMEr0T 0oJiee BEIpaXeHHBIH (PUOPO3 U KUPOBYIO AUCTPOPUIO, YeM
Ha BeIMyKJION [23]. B omHOM W3 wWccneqoBaHUi pe3ysbTaThl TMCTOJIOTHH TapaBepTEOpabHBIX
Ml y nanueHToB ¢ MC cpaBHUBAINCH ¢ TaKOBOM Y 370pOBBIX JIFOJEH. BpIIO ycTaHOBIEHO, YTO
napaBepTeOpaibHbIe MBIIIIBI BOTHYTOW CTOPOHBI AehOpMaIii KIMEIOT OTJIUYHBIH OT HOPMAJIBLHOTO
MIPOLIEHT MEJJICHHBIX MBIIIEYHBIX BOJOKOH THMa I, cienoBaTelbHO, OHM HMMEIOT CHH)KEHHYIO
YCTOMUMBOCTh K Harpyske. Cienyer OTMETUTbh, YTO MBIIILBI BBITYKIOW CTOPOHBI Aedopmanuun He
UMENIM OTIMYMN 0T mnapaBepTeOpPaJbHbIX MBI Y 3J0POBbIX JHAell 10 COJACPKAHUIO
ME/UIEHHBIX MBIIIEYHBIX BOJIOKOH.

Jpyrumu aBropamu ObUTH OOHapyxeHbl peakue Ttunbl ¢uodpuHorena-1 (FBN1) b
¢ubpunorena -2(FBN1) y mamuentoB ¢ Tsokenoit ¢opmoit UC [24]. FBN1 u 2 mpeacraBistor
c000¥ TITUKOMPOTEUHBI, KOTOPBIE 00Pa3yIOT KIFOUEBbIE MOMEHTHI MUO(PUOPHUIII CKEJIETHBIX MBIIIIII.
Hedunut FBN1 cBsizan ¢ cunapomom Mapdana, mpu KOTOPOM HAOJIIOIAETCSl MUOMATHS U TUI0X0E
pazButue Mmbimn [25]. UHTepecHo, uTo B HemaBHeM wuccienoBannu Wajchenberg et al. [23]
coo0mIany 0 MpU3HaKaX MBIIIEYHOW MUOMIATHH U MBIIIEYHOH aTpo(uu B MapacluHAIBHBIX MBIIIITAX
npu UC. Eme B ogHO# paboTe TrOBOPUTCA, YTO OMpENEeH JOKYyC B reHome mamueHtoB ¢ WC,
oTBevarouuii 3a mporpeccupoBanne - LBX1. B ucciaemoBanmsx Ha xuBOTHBIX LBXI1 wurpaer
BAXHYIO pOJb B DPAa3BUTUM MbIIIEYHOM TKaHM [26]. Kpome TOro, ObUIO yCTaHOBIEHO, YTO
noIuMOop(u3MBI B TeHe TpaHchopmupyromero ¢akropa pocra B (TGFP) cBsa3aHbl ¢ pa3BuTHEM U
MPOTpecCUpoBaHreM JeopMaluy y JIUIL KEHCKoro mona [27; 28]. 3BecTHO, 4TO €CTh pa3HUIIA B
skcnpeccun reHoB TGFf u renoB peuentopoB TGF B napaBepTeOpabHBIX MBIIILAX 10 BBITYKION
U BOTHYTOW cTopoHe nedopmarmu [29]. OTu [aHHBIE CBHUICTEIBCTBYIOT O TOM, YTO B
napaBepTeOpaIbHbIX MBIIIIAX MPOUCXOIUT NaToJorudeckas peuenropHas nepenaya TGF-curnana,
YTO MOXET OBITh (DAKTOPOM PA3BUTHUS U MPOTPeccCUpoBaHus Aehopmanuu y nanueHton ¢ MC.

B xome pabotet Yarom et al. [30] Obu1 OOHapyXeH TMOBBIIEHHBIH YPOBEHb
BHYTPUKJIETOUHOI'O KaJIbLiMsl B MAapacHMHAJIBbHON MYCKyJaType M MU3MEHEHHE CBOMCTB MUO3MHA Y
OOJBHBIX C HWIUOMATHYCCKUM ckoimo3oM. Floman et al. [31] Hanum y Takux NaIlMEHTOB

3HaUMTENbHbIE M3MEHEHHUS B TpoMOormTax. Kindsfater et al. [32] BbIgBIIM PE3KO MOBBIIICHHBIN



YPOBEHb TPOMOOLIMTAPHOTO KAJIMOIYyJMHA Yy OONBHBIX C MPOrPECCHPYIOMMMH (PopMaMu
UMONAaTHYECKOT0 CKOJIMO03a B CPAaBHEHUH C MAIlMEHTaMU CO CTAOMIBHBIMHU (JOpMaMU CKOJIHMO3a U
KOHTPOJIBHOW TPYMIOi (3A0POBBIMH JIIOABMH). ABTOPHI CYUTAIOT, YTO YpPOBEHb COJAEPIKAHUA
KaJIMOYJIMHA B TPOMOOIIMTAaX MOKHO PAaCIEHUBAThH Kak 0oJiee TOUHBIHM MMOKa3aTeNb ¢ TOYKU 3PCHUS
MIPOrHO3a MPOTPECCUPYIOILETO XapaKTepa TEUEHHsI UIMOMAaTUYECKOr0 CKOIM03a, yeM TecT Puccepa.

[ToMruMO mNATOJOTMM KOCTHOM W MBIIIEYHOM TKAHEH, WMIPAIOIIMX POJb B Pa3BUTHU U
MIPOrPecCUPOBaHUU AePOopMaIiK MO3BOHOYHUKA, TaKXKe HAOIIOAAIOTCS U3MEHEHHS B XPSILEBBIX U
COCMHUTENIbHOTKAHHBIX CTPYKTYpax MO3BOHOYHOIO CTONIOA.

B rucronmornuecknx MCCIIEIOBAHUSX TKAaHEW MO3BOHOYHOTO CTOJ0a OBUIO BBISBICHO, YTO
y)ke Ha HayanbHbIX cTaauax MC wuMeoTcs KojloccalbHble M3MEHEHHs B CTPYKType
MEXMO3BOHOYHBIX JIUCKOB U IJIACTHHOK POCTA MO3BOHKOB, YTO MOKHO JUArHOCTHpOBaTh mpu MPT
[33]. HecmoTpst Ha TO YTO OMOJOTMYECKHE MPOLECCHl U MOJICKYJISIPHBIE MEXaHU3MBI, JIEKaIIUEe B
OCHOBE 3THUX aHOMAJIMM, IJIOXO U3YUYEHBI, T0KA3aHO, YTO €CThb W3MEHEHHS XMMHMUYECKOIO COCTaBa
MEXMO3BOHOYHBIX TUCKOB. [0 BBIMyKIJIOM cTOpoHE nedopMaluyd B MEKIIO3BOHOYHBIX JHUCKAaX
oOHapy»eHa Je30praHu3anusi CTOJOLOB XOHApouuTOoB [34] u [ereHepanusi MaTpHIBl C
M3MEHEHHEM COCTaBa MPOTEOTIIMKAHOB, a TAaKXKE CHU)KEHUE CyIb()aTUPOBaHHS U AlETUIMPOBAHUS
MPOTEOTIIMKAHOB B XPAIIEBBIX KOHIEBBIX IJIACTUHKAX M B IMyJbN0O3HOM sipe [35]. Kpome Toro, B
(hubpPO3HOM KOJIbLIE MEXIO3BOHOYHOIO Aucka y mamnueHtoB ¢ MC oTmedaercs Bakyonu3anus U
MaToJIOTHYecKast JIOKaIU3aIUsl KOJIJIareHOBBIX BOJIOKOH.

['ucronornueckuil aHanu3, CPaBHUBAIOIINN MPOIHQEpaTUBHBIE CIIOCOOHOCTH MEpeAHel U
3agHel pOCTKOBBIX IuTacTUHOK mpu VMC, mokasan, 4yTo mepeaHsss poCTKOBask 30Ha UMEET OOJbIINN
MOTEHIMA K mpoiudepanuu u runeprpodun. Ha Bepmmue negopmanu mo BBIMYKIOW CTOPOHE
Tak)ke OBLJIO OTMEYEHO, YTO XOHAPOIUTHI UMEIOT OOJBINYI0 MPOU(EpaTUBHYIO CIIOCOOHOCTH [36].
N3BecTHO, YTO CHIKEHHAs SKcrpeccus koutareHa Il Tuma, mOBBIIIEHHAS YKCIIPECCUs XPSIIEBBIX U
arpeKaH-MpoTEOrITMKAHOBBIX MPOTEa3, a TaKXKe MOBBIIICHHAS HKCIpeccHs (PaKTopa TPaHCKPHUIILIUU
Runx2 u komnareHa X Tuma crocoOCTBYIOT ACTEHEPAIMU XPSIIEBOTO MAaTPUKCAa U SHXOHAPAIbHON
occudukaruu [37]. Takum obpazom, npu HC skcmpeccust (akTopa Tpanckpumniuu Runx2 wu
KosuareHa X THIa pa3jilyHa B XPSILIEBHIX IIACTHHKAX POCTa MO BBIMYKIJIOW M BOTHYTOH CTOpPOHE
ne(GpOopMHUPOBAHHOTO TO3BOHOYHHKA [38].

[Ipu MC wumeer mecTo aHOMaibHAas JHXOHApPAJIbHAs OCCU(UKAIUSA, UYTO CBS3aHO C
nucyHKIMeH curHaiabHOM MenaToHuHOBOW cuctembl [39]. Ilpu MC XOHApPOUMTHI POCTKOBBIX
IUIACTUHOK TIO3BOHKOB HMMEIOT CHIDKEHHYIO SKCIPECCHIO pelenTopoB MenaroHMHa MT2 mo
CpPaBHEHHMIO C HOPMAaJbHBIMHU XOHIpOIUTaMu. Takum oOpa3oM, B HOPME MEJIATOHUH MHTUOHpYET
poaudepalno XOHAPOIUTOB, yero He npoucxoaut npu MC [39], BMecTo 3TOro ormMeuyaeTcsi poct

TUNEPTPOOUPOBAHHBIX ~ XOHAPOIMTOB €  AHOMAJIbHOM  JHXOHAPAIBLHONH  OcCCU(UKAIUEH.



CrnenoBarenbHO, U3MEHEHNE MATPUILIbI IPOTEOIVIMKAHOB MEKIIO3BOHOYHOTO JIMCKA, HEpaBHOMEpHAs
npoaudepanrs XOHIPOUTOB MOTYT MPUBOIUTH K MIPOrPECCUPOBAHUIO ehOopMallny.

B oaHOM wu3 wuccnenoBaHW TOBOPUTCS, YTO IIyCKOBBIM MOMEHTOM B MaTOreHE3e
MPOTrpeccUpoBaHusl AeGOopMaluu SBISIOTCS TaKHEe MeIuaTopbl, KakK IPOTHBOBOCIAIUTEIbHBIC
uutokunbl, NJI-10,®HO-0o u MJI-6, KoTOpbIe BBI3BIBAIOT U3MEHEHHUS B XPSIIEBOM TKaHU IMyTeM
WHIYyKIUA mpoTea3 u arpekunas [40]. CiemoBareabHO, MOXXHO YTBEpPXIaTh, YTO MOJUMOPPUIM
IIPOTUBOBOCIIAJIMTENIBHBIX IIUTOKMHOB CBSI3aH C TskecThlo nporpeccupoBanus MC [41]. Kpome
TOTO, B MOJICKYJISIPHBIX HCCJIEIOBAHUSAX JIET€HEPALIMH MEXIO3BOHOYHBIX TUCKOB OBLIO BBISCHEHO,
YTO MyTallUM B KJIETKaX ITyJIIIO3HOTO Spa TakXKe HUIparoT pojib B HATOreHe3e AepopMariui.
HccnenoBanus mokazanu, yto miR-10b u miR-21 B PHK coenuHuTensHON TKaHU CTHUMYJIHUPYIOT
npoaudepalno KIEeTOK MyIbIM03HOTO sApa MyTeM UHTUOUPOBAHUS PELIETITOPOB MPOTEUHKUHA3HI B
[42]. ITpu 3ToM ypoBeHb miR-10b u miR-21 y nauuenToB ¢ IC Bbliie, 4eM y 310pOBBIX.

B mnocnemHee Bpems B IuTepaType NOSBWINCH IyOJMKAallMM O 4YacTOM COYETaHWUHU
WIMONATHYECKOTO CKOJIMO03a C MAaTOJIOTMEN CO CTOPOHBI MO3BOHOYHOIO KAaHAJIA U CIIMHHOTO MO3Ta
[43]. Bo3MmoxHOe BIMSHHME Ha XapakTep MporpeccupoBaHusi nedopManuyd MO3BOHOYHHUKA Y
MAIeHTOB C MIUONMATHYECKUM CKOJIMO30M OKa3bIBAlOT M 3TU (QakTopbl. Tak, Hampumep,
UMONATUYECKUI CKOJIMO3 BO3HHMKAET Y MAallMEHTOB ¢ aHoManusaMu Kuapu I, mo pa3sHbIM JaHHBIM
3apyOexHbIX aBTOpoB, OT 35% npo 60% [44]. MHorue wuccrnenoBaTeay CYUTAIOT, YTO MpU
JIEKOMITPECCUHU 3aHEH YEepPEIHON SIMKH MPOMCXOAUT perpecc CKoauoTuueckoi aedopmaruu [11;
20; 45]. Tak, J. Smith B cBoeit paboTe olleHU BIUSHUE JEKOMIIPECCUU 3aHEH YeperHON SIMKU Ha
M3MEHEHNE BEJIMYMHBI CKOJIMOTUYECKOM QyTu y MauueHToB ¢ aHoManusMu Kuapu I B couetanuu c
UMONATHYECKUM CKOJIMO30M. B nccrnenoBanuy nNpuHAIM ydyactue 85 malueHToB B Bo3pacTe oT 16
JeT u Mojoxe. /laHHbIM mareHTaMm Oblia BBIOJHEHA NEKOMIpEeccus 3alHeil depernHoil SMKH ¢
1990 no 2000 r. B pe3ynpTaTe NpOBEAEHHOTO MCCIEAOBAHUS OTMEYAIOCh, YTO Y 57% MalueHTOB
HAOJI0AATIOCh YMEHbBIICHUE BEJIMYMHBI OCHOBHOW CKOJIMOTHYECKOW Oyrd UCKpuBieHHA. OIHAKO
perpecc CcKoiauo3a HMEJ IEepEeMEHHBbIH XapakTep, U IOCJi€ MEePBOHAYAIBHOIO YMEHBUICHHUS
nedopMaluy ¢ TeYeHHEM BPEMEHHU BO3HHUKAJIO €€ JJalbHeHIlee MporpecCupoBaHme.

M. Rigo COBMECTHO CO CBOMMH KOJIJIETaMU OMUCATN KIMHUYECKUN CIIydail yMEHbBIICHUS
BEJIMYUHBI CKOJIMOTHYECKON JehopMaIMy MOCie CIIOHTaHHOTO pa3pemieHus anomanuu Kuapu 1. Y
MAIMeHTKH 13 J1IeT MMenoch MPOrpecCHpOBaHUE CKOIUOTHUYECKOH Iyru aedopManuu B TeUCHHE
HECKOJIbKHUX JIeT ¢ 36° mo 47° Ha doHe Hamuuus aHomanmu Kuapu I. B pesynbrare CnoHTaHHOTO
paspemienuss Kuapu [ HaGmionancs perpecc BelnMYMHBI ckonmo3a 1o 17° [45]. YmeHblieHue
BEJIMYMHBI OCHOBHOM CKOJIMOTMYECKON AYIM HMCKPHUBIIEHHS Yy IALUMEHTOB II0CJIE BBIIOJIHEHUS

JIEKOMITPECCUH 3a/THEH YepermHOH IMKH Tak)Ke OTMETWIH B cBoel padote J. Eule ¢ coaBTopamu.



O MOJOXKUTENbHBIX pe3yJbTaTaX, a MMEHHO YMEHBIICHUHM BEJIUYUHBI CKOJIMOTHYECKON
nedopmaluu 1oCJIe BBIMOJHEHUS JIEKOMIIPECCUM 3aHEH YEepermHOW SMKH, COOONIMIN B CBOCH
pabore D. Brockmeyer u S. Gollogly. B ux uccrnegoBanuu npuHsiu y4actue 22 NHalUeHTa, Y
KOTOpPBIX Habmoaanacs anomainust Kuapu I B coueTannu ¢ uamonaTHYeCKUM CKOJIMO30M pa3IMuHON
CTENEeHM TsKecTH. BeeM manreHTaM ObLla BBIMOJIHEHA JEKOMIIpeccus 3aaHel yepenHoi sMku. Ha
OCHOBaHWHM TIOJYYCHHBIX JaHHBIX OBUIO YCTaHOBIIEHO, 4To y 13 mammentoB m3 21 (B xoxe
MPOBOAMMOIO HCCIIEJIOBAHUS OJWH MAIlMeHT ObUI UCKJIIOYEH U3 AalbHEHIIEer0 pacCMOTPEHHUS B
pe3yabTaTe HECOOTBETCTBUS KPUTEPUSIM OIIEHKH), YTO COCTaBWIO 62%, OTMEUaIoCh YMEHBIICHUE
BEJIMYHMHBI CKOJIMOTHYECCKOW aedopmammu C TocHenyromed cradwimsanueid mporecca. [lpu
COYETaHUH UIUONATHYECKOr0 CKOJIM03a C CHPUHIOMMEINEN MHOTHE aBTOPbI OTMEYAIOT IMOSIBJICHUE
perpecca CKOJMOTHYECKON Iyr'W MOCie IpPEeHUpOBaHUsS cupuHromuenuueckoil kuctel [30]. Tax,
R. Tom Linson ¢ xoyuieraMu B pe3ysbTaTe BHIIOJIHEHHOTO MCCIEAOBAHMS MPUIILUIA K BBIBOAY, YTO
yCTpaHEHUE CHPUHTOMHUENUH MTPUBOANUT K YMEHBIICHHIO BEIMYMHBI CKOJIMOTHYECKON eopMaruu
y TMalMeHTOB WJIM K €€ CTa0WIn3alud, 4YTO OTKJIAJAbIBaeT HEOOXOAMMOCTh BBIMOJHEHUS
ONEPATUBHOTO JICYEHUS MTPU CKOJIHO3E.

[lepBoHauanbHO TPEANONAragoch, YTO Korjaa OyJIeT M3BECTEH BECh I'€HOM YEJOBEKa, TO
MHorHe 3a0oneBanust OyyT maieueHsl. Ho mo3ke cTano siCHO, YTO HE TOJIBKO T€HOTHI YEIOBEKa
OTBEUaeT 32 Pa3BUTHUE MATOJOTHH, @ B3aUMOJICICTBIE BHEIIHUX (PAKTOPOB CpPelbl C BHYTPEHHUMU
(dakTopamu opranusMa [46]. DTo B3aMMOIEWUCTBHE TPHUBOAUT K MOIU(DHUKAIIMN TPAHCKPHUIIIIHHA
TeHOB, U TaKUM 00pa3oM BO3JEHCTBYET Ha OMOJOTHYECKHE MPOIECChl. ITO TOHUMaHUE MPUBETIO K
MOSIBJICHUIO DIUTCHETUKH, KOTopas BKIo4yaeT aHanu3 wmetwnupoBanus JIHK, momudukanun
TUCTOHOB U TpaHCKpumiuio HekoaupoBaHHbix PHK [47], takux kak miRNAs u mAJIMHHBIX
HekonupoBanHbIX PHK (IncRNAs). UC sBasercs pe3yJbTaTtoM »SOUTCHETHKH, YTO OBLIO
MOATBEPKICHO B HCCIEAOBAHUSAX HAa MOHO3MIOTHBIX ONU3HENaX, TJe OTMeYanach pa3HHIIA
nedopMaIu mpu U3MEHEHUH YCIOBUH: MUTaHKe, (U3nUecKas akTUBHOCTH [48]. Bruio mpoBeneHo
uccinenoBanue, rae odHapyxwin 139 IncRNAs (3nureHeTudeckue peryssiTopbl TPaHCKPHUILMU
reHa), KOTOpble MMENH Pa3HyI JKCIpPEecCHio B mnepudepuyeckord kpoBu y mnamueHTtoB ¢ MC nu
310pOBBIX JItoAEH [49].

3aboneBaeMOCTh CKOJIMO30M HaceneHus Poccuiickoit @enepanuu pacTeT, TakKe UMeeTcs
TEHACHLIUA K POCTY 4ucia OONBHBIX C TSHKEIBIMU M MPOTPECCUPYIOMMU (opMaMu 3a00JIeBaHUs
[50].

O¢ddexTBHOE NEUCHHE MAIMEHTOB C WAMOMATHYECKHM CKOJHO30M TpeOyeT TIyOOKHX
3HaHUI 3aKOHOB €ro eCTeCTBEHHOro pa3BuTHsi. Henb3s He cormacutbes ¢ Taylor at al., mucaBimmu
emie B 1981 r.: «JlocToiiHo coxkaneHus, 9yto B mocneaaue 20 JeT He MOSBUIOCh METOAOB JICUCHUS

CKOJIMO3a, OCHOBAHHBIX Ha HAYYHOM ITOHHMMAaHHWH OTHOJIOTMH M MCXaHU3MOB IPOrpECCUPOBAHUA



nepopmanuuy. Takum 00pa3oM, HA OCHOBAaHMH aHAJN3a JIMTEPATYPHBIX UCTOYHUKOB HEOOXOIUMO
MPOJOJIKATh MOUCK (hPaKTOPOB, MPUBOIAIINX K MPOrpecCUpOBaHuI0 JehopMaluu MO3BOHOYHHUKA Y

JieTel ¢ UAMONAaTHUYECKUM CKOJIHO30M.
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