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COBPEMEHHbIE HATMPABIEHUA
B UCCNNEAOBAHUN 3TUONATOINEHE3A
WOUONATUYECKOIO CKONMUO3A Y OETEW

[aH 0630p pesynbTaToB NMPOBEAEHHbIX UCCMEAOBAaHUIA U CYLLECTBYIOLWMNX B HAcTosLee BpeMsl NpeacTaBneHnin ob aTvonoruM u natoreHese
IOBEHUITBHOTO ManonaTuyeckoro ckonunosa (FOUC) y aetet n nogpocTtkoB. OBCyaalTCs  HeMpo-aHaTOMUYeckre B3auMOOTHOLLEHUSI U POfb CUC-
TemHon ancdyHkumm B natoreHese KOUC. OTpaxeHbl COBPEMEHHbIE TEOPUM Pa3BUTUS, OCHOBHbIE PaKTOPbl pUcKa PasBUTUS 1 MPOrPeCcCMpoBaHUs
IOBEHWMBbHOMO MANOMATUYECKOro CKOnno3a y AeTen, ero OCHOBHblE KOMMOHEHThI. [ogyepKknBaeTcsi BaXXHOCTb NMPOAOKeHus nccnegosaxun KOUC
Ha MOIeKynspHO-6MOXMMNYECKOM YPOBHE, HEOOXOAMMOCTb BblAENEHNs cneynduyeckrx napaMeTpoB — MapkepoB pasBUTUS MAMOMATUYECKOrO
cKonvosa Afs COBEPLUEHCTBOBAaHUS NOAXOA0B K ANArHOCTUKE, MPOrHO3MPOBaHWMI0 OCOBEHHOCTeW TeYeHus, NPOUNaKTUKe U NEYEHNI0 4aHHOrO

3aboneBaHus y aeTei.

KntoyeBble cnoBa: 4etu, namonaTnyecknii CKonmos, 3TMoNorns, naToreHes.

The review of results of the spent researches and now existing representations about etiology and pathogenesis of juvenile idiopathic scoliosis
(JIS) in children and teenagers is given. Neuro-anatomic interrelations and a role of system dysfunction in JIS pathogenesis are discussed. Modern
theories of development, major factors of risk of development and progressing of juvenile idiopathic scoliosis in children, its basic components are
reflected. Importance of continuation of JIS researches at molecular-biochemical level, necessity of allocation of specific parameters - development
markers of idiopathic scoliosis for perfection of approaches to diagnostics, forecasting of current features, prevention and treatment of the disease

in children is underlined.
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BBepeHue. Ckonuos — nonepeyHoe
NCKPMBIEHNE MO3BOHOYHUKA, MOXeT
BO3HUMKaTb B Nobom BospacTte, u B 60nb-
LUIMHCTBE CryvaeB npecTaBlieH toBe-
HUMBbHLIM MANONATUYECKUM CKOMMO30M,
KOTOPbIN HA4YMHAET pasBMBaTLCS Yy AeTen
B Bo3pacte oT 3 go 10 net. Mguonatu-
yeckun ckonmos (UC) ebisensetcay 0,2-
6% noapoCTKOB, rMaBHbIM 0Opa3oM Je-
BOYeK. HecMoTpsi Ha MHOrovucrieHHble
nccnefoBaHns ManonaTUYecKnin CKonmos
OCTaeTCsl OOHUM W3 HauMeHee MOHATbIX
3aboneBaHui OMNOPHO-ABUraTenbHOro
annapaTta u ero aTvonaroreHes A0 Ha-
CTOSILLIEr0 BPEMEHN OCTaeTCH HEen3BecT-
HbIM [16]. MicTopuyeckn paccmaTtpuBaeT-
CA HECKOMbKO rMMoTe3 aTmonaTtoreHesa
nanoNaTM4YeCcKoro CKONmnosa, BKIKYas
reHeTnyeckne akTopbl, OGUOXMMUYEC-
KMe, MexaHu4yecKkue, HeBPOrornyeckue,
a Takke MbIlIeYHble U1 FOpMOHarbHbIE.
[lo HacTosiero BpeMeHW HeT 4eTKoro
npegcraeneHns 06 aTnonorumn, NpUYnMHax
nporpeccMpoBaHns unu crabunusauum
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naronormnyeckoro npouecca npu KOUC.
HeopnHo3Ha4YHbI MHEHMS ccrefoBaTenei
0 Hanuuun onpeneneHHoro MopgoreHo-
TUNa, CyLLECTBOBAHUM MOSOBbLIX Pa3nu-
YA N UX BAUSIHAM Ha OLIEHKY, peayrbra-
Thl U NOAXOAbI K NIEYEHUI0. YCTaHOBMNEHO,
YTO pasnuyHble akTopbl MOryT BMUATH
OMOCPEAOBAHHO M HE SIBNSATLCA HEMoc-
peacTBEHHOW MPUYNHOM CKONMo3a.

MmasHon npobriemon y geten ¢ IC aB-
ngeTcsa HenpeackaslyeMoCTb Mporpeccu-
pOBaHUS UCKPUBMNEHUSA NMO3BOHOYHUKA. B
noHMmanun VC yBenuumBaroLwasacsa cko-
pOCTb pOCTa M COOTHOLLEHWE FEOMETPU-
YeCKux nokasatenen NMo3BOHKOB - ABHblE
hakTopbl puUcKa nporpeccum KpuBoWn.
AcvMMeTpuyHoe  OyHKUMOHMpOBaHWe
MYCKyNnaTypbl CBSI3aHO C YBENMUYEHHbIM
OCEBbIM BpaLlEHMEM, KOTOPOE B CBOH
oyepedb CBA3aHO C yBENMYEHMEM Yyrna
Ko66a 1 ymeHbLueHreM kugosa. Komou-
Haumsa 9TMX nepeMeHHbIX obecnevmBa-
€T CNoCcOBGHOCTb MPOHWKHOBEHUS B CYTb
dwmsnonornm TpexmepHoro 6uomexaHu-
YECKOro pasBuUTMSI MPOrpeccUpoBaHuUs
kpuBon npu UC [23]. ACUMMETPUYHbIN
POCT MO3BOHOYHMKA paccMaTpuBaeTcs
KaK OOguH U3 BO3MOXHbIX 3TMONormyec-
Knx dpaktopos B natoreHese UC [42]. Mo
MHeHuto Goldberg C.J., UIC — pesynerat
aCUMMETPUYECKOrO pOCTa, OrpaHnYeH-
HOrO He TOMbKO MO3BOHOYHUKOM [24].
Chu W.C. ¢ coaBTOpamm cHMTaET, 4TO No-
HATUE «aCUHXPOHHbLIA HEeNpPO-KOCTAHOMN
pocTt» B natoreHe3e WC wurpaer 3Hauu-
TenbHyto ponb [40].

B nccnepoBaHuax ¢ Mcnonb3oBaHNeEM
AMPT, kacaromxcs OTHOLIEHUA pocTa
CMMHHOIO Mo3ra K Mo3BOHOYHKMKY npu UC,
onpegensinacb OTHOCUTEMbHas AnvHa
CMUHHOIO MO3ra K MO3BOHOYHOMY KaHany,

nonyyeHbl LOCTOBEPHbIE  [JoKa3aTesb-
CTBa 3aVHTEPECOBAHHOCTU  CMMHHOIO
MO3ra naToflorMyeckMMn N3MEHEHUSMU
npu VIC n npeanoxeH TEPMUH «OBOW-
Has naTonorusi». VIC paccmaTpuBaeTcs
Kak 3aboneBaHune C obLien HerpoaHa-
TOMUYECKON  NaTOMOrMENn:  Hanuyvem
CMWHHOIO MO3ra HOpMarnbHOW AMVHbI, C
OOHOBPEMEHHO WUMEKLLMMCS KOPOTKUM
N OTHOCUTENBHO HEMPAaBWUIbHO YANWHEH-
HbIM NO3BOHOYHbLIM KaHanom. BoamoxHo,
YTO NpenLecTBYET UCKPUBIEHUIO - 3TO
Ype3MepHO GbICTPbIN POCT MO3BOHOYHOTO
ctonba OTHOCUTENbHO UHTAKTHOrO CrvH-
HOro MO3ra, YTO MPOSABMSETCA CUMON Ha-
NPsKEHUst MeXAyY ABYMS KOHLLAMW, KpaHu-
anbHbIM U KayganbHbIM. TakMM obpasom,
CYLLIeCTBYET MPUCYTCTBUE YBENNYEHHON
HanpsPKEHHOCTW BAOSMb MPOAONBHOM OCK
cnvHHoro moasra npu UC [40].
VI3MeHeHnss HerpoaHaToMun u/munu
HepBHasA AUCYHKUMA MoryT ObiTb  Bbl-
paxKeHbl TOMbKO B CEPbE3HbIX Cryyasx.
lMoOHATNE aCUHXPOHHOIO poCTa KOCTHO-
MO3rOBOro KaHana pacLeHeHO Kak OauH
13 KOMMOHeHTOB B pa3sutum FOUC. Ewe
OofHa COoCTaBnstoLLasi B3anMOCBSA3b 3TOro
npouecca yCTaHOBIEHA MeXay MO3roM
N Yepenom y nofen ¢ MaMonaTu4yecknm
CKOINMO30M, B pe3ynbraTe nccneaoBaHus
psiga aBTOpOB ObINM  HavfeHbl u3me-
HeHVs B rorloBHOM Moa3re (intratentorial
n supratentorial) n yepene. AsTopamu
OLEHMBANOCh MOMOXEHME  MO3XKEYKO-
BbIX MWHAAIMH, COMAaTOCEHCOPHbIEe MOo-
TeHumanbsl, NpoBOAMNach KIMHUYecKas
N HeBporiorMyeckas aKcneptusa, B pe-
3ynetate Obina BbISBNEHa TeHAeHUMs
HanNUuMsa TOH3WUIISIPHOW 3KTOMUM 4valle
Npu rPyaHbIX Y TOpaKarbHO-NOSICHUYHbIX
NCKpuBreHusax. Ha ocHoBaHun 4yero aB-



TOPbI MPULLINK K 3aKIHYeHU0, 4To 6onee
HN3KOE MONOXEHNE MOIKEYKOBON MUH-
JanuHbl MOXET urpaTb BaXKHYK porb B
atnonatoreHese VC [33,40].

Obcyxnaetca  yMECTHOCTb  MOHS-
TS CUCTEMHOW OMCAYHKLUM B naTore-
He3e OUC, a Takke BnUAHUE ypOBHEW
KanbMoAynuHa 1 COCyAMCTON naTonorum
Ha pasBUTME aCMHXPOHHOINO pocTa KocC-
THO-Mo3roBoro kaHana [40]. lNposege-
Hbl MOpdOnornyeckne KccnenoBaHUs
BHYTPEHHEN MNOBEPXHOCTM 4Yepena npwu
FOUC. MMepByto nombITKy UCMONb30BaTh
KOMOVHaUMIO MEeONULUNHCKUX 3HaHUKW, Me-
TOOOB aHanm3a n3o0paxeHns 1 Hay4YHbIX
METOAOB BU3yanunsauum co ctatnuctmyec-
KMMu mMeToamkamu npegnpuHanu Shi L.,
Heng P.A. ¢ coasr. [33]. OgHako Heobxo-
ONMbI  OOMOSNHUTENbHbIE UCCIEeaO0BaHUs
B [aHHOM HanpasreHuun. o paHHbIM
Masharawi Y.M., passutne NC ceazaHo
C HEKOTOPLIMU YMEPEHHO BbIpaXKEHHbLIMU
cdopMamn nuueBon acummeTpuun. Bnu-
AIOT U OPTOAOHTUYECKME OTKIOHEHWS
[19].

OOHapyxeHne aHOMarbHbIX 3KCTpa-
CMUHHbIX NEBO-NPaBbIX CKENETHbIX acuM-
METPUIA ANVHBI BEPXHUX N HUXKHUX KOHEY-
HOCTeW, nepuanukanbHoOn vactun pebep,
Tasa y getenn ¢ MIC nossonuno caenatb
BbIBOAbI O CKeneTHON OBYCTOPOHHEW
acummeTpun [14]. PesynbraTtbl AaHHbIX
nccrnefoBaHni NOATBEPXKAAKT rMNOTesy,
YTO y AEeTel CKONMMOTUYECKUM UCKpUBHE-
HUSM MpeALIecTBYOT aHOManun ckenet-
HbIX Nponopuuni. 3TN NPOMNOPLUN HaxXo-
OSITCA B TPEX M3MEPEHNSAX: NTEBO-NPaBOM,
uedano-kayganbHOM 1 ppoHTanbHo-Ka-
yOanbHOM  M3MEpPEHUsIX MO3BOHOYHOIO
cton6a. MpuyYnHbl NPOUCXOXKAEHUSA STUX
aHoOManu Heu3BECTHbl, HO BO3MOXHO
UMW ABNSIKOTCS TEHETUYECKNE U 3KOMOrn-
yeckue dakTopbl, AeNCTByOLMNE B IMO-
pUYOHanbHON XW3HW, B paHHEM BO3pacTe
OHU He BbIpaXXeHbl PEHOTUMUYECKU, HO
NPOSIBNSIOTCS CNYCTsi Tofbl MOCIe POX-
aeHnga [35].

Y BOnbHbIX C MANMONATUYECKUM CKO-
NMo30M OBHapyXeHbl aCUMMETpUn Anu-
Hbl BEPXHMX KOHEYHOCTEW, CoyeTaroLLm-
ecsl C WCKPVBIIEHMEM MO3BOHOYHMKA.
Coo0Oulaetca O BepxXHEN acuMMETpPUn
ONVIHBI PYKU MpU TPyAHOM CKOMvo3e, B
3HAYMTENbHOW CTEMEHU CBS3AHHOW C
anukanbHbIM MO3BOHOYHLIM  BpaLLEHU-
eM. MpuynHbI B3aMmMocBs3M acUMMETpUn
ANVIHBI PYK C anuKarbHbIM MO3BOHOYHbIM
BpaLLlieHVeM HensBeCTHbl, paccMaTpuBa-
I0TCA TpU hakTopa: HEeWpOMYCKYNbHble
MEeXaHW3Mbl, OTHOCUTESbHbIA BOrHYThIN
neurocentral synchondrosis, upe3amepHo
ObICTPbIV POCT, B TOM YUCIIE YPE3MEPHO
ObICTpbIV poCT ANuHbI pebpa, npegno-
naraeMasl aHomanus nnactuH  pocTa.
B HacTosllee Bpemsa npoBoaAaTcs Aanb-

Hellive nccrneaoBaHusl B HanpasieHun
BbISBNIEHUS 3KCTPa-CMUHHOW CKENETHOW
aCMMMETPUM AJINHBI BEPXHUX KOHEYHOC-
TeW 1 nepuanukanbHbIX y4acTKoB pebep
y naumeHToB ¢ rpyaHbim VC [28].

Jlatepanu3aumsa (Mo3roBas acuMMeT-
pusi) — HECOMHEHHbIN, HO HEe OCHOBHOW
dakTop B pasBUTMM CKOMMO3a, Npen-
NnoYTEHVE NEBOW PYKN BbISIBNEHO y 3Ha-
YATENBHOIO KOMMYecTBa Marb4yuMKoB C
MC, HO mpucyTCcTBOBano u y AeBO4YeK C
NC [24]. K atnonorum NC npuyactHa He
o6HapyxeHHasi paHee HelpoMbILLeYHas
ancopyHkuma. B Hopme LIHC Heobxoau-
MO npucnocobutbes K BbICTPO pacTyLie-
My ckeneTy, a npu MIC npoucxoaut cop-
MUPOBaHWE aCUMMETPUMU CMUHbI B CUMY
pasnuuHbIX MpuYnH. MIMetoTcst AaHHble,
4yTO Ha nporpeccupoBaHne FOUC Bnnser
dopmupoBarme cxembl «LIHC-Teno», a
MMEHHO 3afepXXKa CO3peBaHUs CXeMbl
«UHC-Tteno» Bo Bpemsi nybepTaTHOro
pocTta. B yacTHoCTH, nporpeccmpoBaHue
CKOMMo3a HadmHaeTcs BO Bpems Obic-
TPOro pocTa ChNWHbI, YTO OOBSACHSETCH
3aJepXKon peanusauum  accoumaumu
cxembl «LJHC-teno». 9710 MOXeT BO3-
HUKHYTb M3-32 HapyLUEeHW CEHCOPHOro
BOCMPUATKS, KOTOpoe ocrnabneHHo BOC-
NPUHMMaeTca B Mo3re, n/unu ot cnaboi
MOTOpUKM pebeHka.

B npouecc uckpuBneHus No3BOHOYHU-
Ka Yy HEKOTOpbIX NauueHTOB MOXET ObITb
BOBMEYEHO MNEPEKUCHOE OKWUCMEHWUE K-
nnuaoB B HepBHoW cucteme [15]. Wccne-
OOBaHUS 3TUOMOMMM CKOMMo3a Ha Kne-
TOYHOM YPOBHE MOKasanu HapyLlleHus
romeocTtasa Ca2+, u3MeHeHus B cucteme
Ca2+ATPase, Bkntovass SERCA2b (sarco/
endoplasmic petukynym — Ca2+ATPase)
n PMCA (nnasmeHHbIi MeMbBpaHHbI
— Ca2+ATPase) isoforms. BbisiBneH cuc-
TeMHbIi gedekT B AvddepeHumnposa-
HUM KIETOK, BOBMeKawLui caspase-3.
ABTOpbI CKMOHHBI paccMmaTpuBaTb 3TO
Kak HOBbIA MExaHW3M B 3TMOMaTOreHese
nC [26].

MpoaonbHbBIN NO3BOHOYHBIN POCT NPO-
NCXOAMUT U3 SHOOXOHAPMANbHOW KOCTHOW
NMO3BOHOYHOW NNacTuHbI pocTa. B nccne-
posaHun Wang S., Qiu Y. 1 coaBT. nnac-
TUHbI pOCTa OT BbIMYKMTON U BOTHYTON
CTOPOH MO3BOHOYHMKA OblNN  N3y4eHbl
METOLOM TUCTOMNOTUN U UMMYHOTUCTOXU-
MUK, YTOObI OLIEHNTbL AeATENbHOCTb POC-
Ta, ObICTpOE yBENMYeHWe KNeTku, anon-
TO3 [52]. YcTaHOBNEHO, YTO HOpManbHasi
30HHas apxuTekTypa Habntoganacbk Ha
BbIMYKIMON CTOpPOHE MMacTuHbl pocTa, a
HeopraHn3oBaHHas apxuTekTypa — Ha
BOTHYTOW CTOpPOHE MO3BOHOYHMKA. [1po-
nudepaTmBHbIe NOTeHUManbHble UHOEK-
Cbl M MHOEKCHI anonTo3a XOHOPOLMTOB B
nponudepaTmMBHON 1 rMNepTporyeckon
30HE Ha BbIMyKI0OW CTOPOHE BbINn 3HaYK-
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TENbHO BbILLE, YEM Ha BOTHYTOW CTOPO-
He. OTMeYeHO CyLeCTBEHHOE pasnunyne
nponudepaTMBHOro noTeHUnanbLHoro
WHOEKCca MexXay BbIMyKNoW U BOTHYTOW
CTOPOHON Ha BEPXHEM KOHLe MO3BOHKA.
Pasnnuve B ructonormyeckMx BapuaH-
Tax M KMEeTOYHOW OEeATEeNnbHOCTU Mmexay
BbIMYKMOW W BOFHYTOW CTOPOHOW, YKa-
3ano, 4YTo y ABYXCTOPOHHEW NNacTUHbI
pocTa ecTb pasnuyHas KMHeTMKa pocTa,
KOTopasi MOXeT BMUATb Ha MPOrpeccuto
KpVBOW NO3BOHOYHUKA Yy naumeHToB ¢ NC
[25].

MimeloTca AaHHbIe O BNUSIHUM Ha pas-
BuTne MC nonoxeHus uUeHTpa macchl
Tena [34]. Pasnnuns B cune crubarowmx
1 pasrnbaroLmx MbIlL MOryT COCTaB-
naTe ogHy u3 npudmvH  UC [36]. Ectb
coobLeHns, 4YTo matonormyeckas mop-
dornorusa Tasa MoxeT O6bITb OCHOBOMOMNA-
ratoLien npv namonaTnyeckom CKonmose
y oeten [38]. UccnepoBaHuamu Karski T.
nokasaHa B3avMOCBS3b AedwuumTa npu-
BedeHus npasoro 6egpa u NC [27]. EcTb
cocTaBnsollas YacTb Horu, KoTtopas
MOXET urpatb ponb B Aeduumte npu-
BeJeHus1 npaBoro 6eapa npu ckonmose.
BbisiBneHo 4To y Bcex aeten ¢ MIC Gbina
KOHTpakTypa npasoro 6efpa, 4acTto cBs-
3aHHas C KOHTpaKTypou BpalleHus. KoH-
TpakTypa npaBoro Geapa, CTPyKTypHas
unu yHKUMOHarnbHas, cBs3aHa C «CUH-
OPOMOM KOHTpakTypbl». [leTn ¢ peanb-
HOW KOHTPakTypon npaBoro Gegpa wnu
ero npuBedeHWEM COCTaBMSAIT MEepBYIO
rpynny pucka pasBuMTUS CKOnuosa Mo
aTmonatoreHe3y [ABOWHOro S-o6pasHoro
ckonvoasa. MNepBoHayanbHO MMeET MeCTO
NU3MEHEHNE BpAaLLEHUSI MO3BOHOYHUKA,
a N3MEHEeHWs, CBA3aHHble C MOXOOKOWN,
HaunHatoTca B 3-4 roga. Y opyrux nauu-
€HTOB, MMEILUMNX TOMNbKO OrpaHnyeHune
npueedeHus npasoro 6egpa, OTMeYeHO
hopMUpOBaHME NOSICHUYHOTO Y MOSCHNY-
HO-KPECTLOBOTO UMW NMOSICHNYHO-TPYAHO-
ro neBocTopoHHero C-ckonvosa. TpeTbsi
rpynna vMeeT MWHUMAarbHble KpUBblE
WUNn He UMeeT MxX BooOLLle, HO UMEET na-
TOMNOrMYecKme N3MEeHEHUS B MO3BOHOYHM-
Ke. Y Takmx naumeHTOB eCTb npobrnembl
C (PM3NYeCcKon Harpyskom, NOCKOrbKY BO
B3POCMOM BO3pacTe 3TO NPUBOAMT K 3Ha-
ynTenbHbIM 6ongam B nosicHuue [28].

AcvmmeTpusi  aBwxkeHuss Genep BO
BPEMSI MOXOAKN BbI3bIBAET aCMMETPUIO
Harpys3kn M acMMMeTpuo pocTa 0b6eunx
CTOpPOH. TakMm 0bpasom, CKOnmo3 - 3TO
BTOpPUYHAsi KOMMEHcaUMs 3a NaTonoruto
B Ta3y W MO3BOHOYHUKE. Takas Kraccu-
dvKauma ycTtaHaBnuMBaeT SCHbIN Tepa-
NEeBTUYECKMI NOAXOA K KaX[doW 3Tuoro-
rMMYecKoW rpynne CKOmnmosa, y4uTbiBaeT
BO3MOXHOCTb MpoBedeHust npodunak-
Tukn. [MoHMMaHne GromexaHn4eckon
atmonormn  MIC nossonsieT npenoTepa-
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TUTb MPUYUHBI 3TUX Aedopmauunn [41].
MpoBogunacb GuomeTpusi MycKynaTypbl
npu UC, nccnegoBaHve aHaTOMUYECKMX
OaHHbIX, 0Obem CMUHHOW MYyCKynaTypbl
¢ obeux cTopoH no3BoHo4YHMKA. O6bem
MycKyna 6bir 60MnbLIMM Ha BOrHYTOW CTO-
poHe, YeM Ha Bbinyknon [23].

Bbina coenaHa nonbiTka BbINOMHEHUS
MeToda MaTeMaTU4eckoro MoaenupoBa-
HWS NSt MOTOPHOW OLIEHKM NpoLiecca co-
XpaHeHusi paBHoBecus Tena. OueHvBarn-
ca GanaHc Tena, MOTOPHblE NapameTpbl
uccnegyemblx Aeten. AHanm3 norydeH-
HbIX WU PaCYeTHbIX Pe3ynbLTaToB nokasar,
4YTO B rpynne ckonuosa 6Gbina Gonbluas
notepsa 6anaHca Tena, Yem y 340POBbIX
Aeten. CkopocTb coxpaHeHus 6anaHca
npu ero OTKIOHeHWM Obina meaneHHee
W 3aBuUcena OT yrrna OTKNOHEeHUs. Takum
obpas3omM, peakumsi HEPBHOW CUCTEMBI
0N ypaBHOBELUMBAHUST U3MEHEHUIA Npu
CKOMMO3€e SIBHO OTCPOYEHA U XapaKTepu-
3yeTcsa 6ornee HU3KOM MMMYNbCUBHOCTbIO
[32].

Grivas T.B., Vasiliadis E. n coasT.
nsyyanacb porib GMOMexXaHuKM MeXnos-
BOHOYHbIX AVMCKOB B MaTOreHe3e nauona-
TNYECKOro CKONMOo3a C Lenblo YTOYHEHNS
pornn AedopMaums MeXNO3BOHOYHOIO
Oncka B MPOrpeccun CKOMMOTUYECKON
KpuBoW. Bbino nokasaHo, 4to Aedop-
Mauusa anukanbHOro MeXMNO3BOHOYHOIO
OVCKa - BaXHbIN hakTop, BMUSIOWMIA Ha
nporpeccupoBaHne ckonmosa [22].

Bbina gocToBepHO 3aperncTpupoBaHa
ponb reHeTU4yeckMx (HakTopoB B pa3Bu-
Tmn UC: pokasaHo, 4TOo nonumopduram
reHa CHD7 cBs3aH C npeapacronoxeH-
HocTbto K UC [9]. CornacHo nony4YeHHbIM
Alden K.J. pesynsratam, y4acTok Ha Xpo-
mMocome 19p13 wumeeT cCyLlecTBEHHOe
3Ha4YeHne B 3TMONOMMN NANOMATUYECKOTO
ckonmosa [27]. OgHako cooblieHnsa o6
onpegerneHHom crnocobe reHeTu4ecko-
ro HacrefoBaHWs SBMSIOTCA HEOKOH4a-
TenbHbIMW.  TekyliMe npeacTaBneHus
O [JaHHOM MaTonorMu yTBEpXAalT, YTO
NANONaTUYECKUA CKONMO3 - MHOrodak-
TopHas GonesHb C reHeTnyeckumu dak-
Topamu npegpacnonoxenus [16]. bonb-
Lwoe KonuyecTeo nauueHTos ¢ NIC nvetot
JononHuTenbHble EeHOTUMbI, KOTopble
npegnonaralT CUCTEMHOE AUCPETYNNPO-
BaHVe pocTa BO BPEMS MOJIOBOW 3pernoc-
TW. YCTaHOBUB (haKT CBHA3N peLenTopoB
annenu comatoTponuHa ¢ BbICOTON Tena
N OTBETOM Ha BblpaboTKy cOMaToTpomnu-
Ha, Qiu X.S., Tang N.L. 1 coaBT. BblABK-
HynM TMnoTesy, 4YTo peLenTop CoMaToT-
ponuvHa - npeagpacnonararLlmn akTop
B BO3HMKHOBeHMM WMC [20].

[OpMOHarnbHbIV MHCYNMHOBbLIV hakTop
pocTa urpaeTt npuHUMNuUanbHYy posnb B
perynupoBaHnM ckeneTtHoro pocta. [e-
HeTV4Yeckoe uccriefoBaHNe BbISBUMO

accoumauum reHa UWHCynuMHo-nogo6Ho-
ro cgaktopa pocta-l (IGF-I) ¢ TskecTblo
ckonvosa n octeonexun npu KOUC. Bax-
HocTb IGF-l B ckeneTHom pocTe genaet
€ro OCHOBHbIM (PaKTOpPOM, KOTOpPbIA Wr-
pan 6bl BeAyLLYH pofb BO B3aMMOCBA3U
ObICTpOro pocra v Nporpeccuert CKonmo-
3a [21]. ViccnepgoBaHa accouunauus pe-
uentopa ButamuHa D (VDR) u reHHble
nonMMopu3mMbl  MPU  NAToONOrMYeCKOM
pocte koctn npu WC. ABTOpbI NpuLnu
K BblBOAY, YTO MonuMopcuam ydacTtka
Bsml reHa peuentopa ButamuHa D mo-
XeT OblTb CBA3aH C HenpaBuIlbHbIM 00-
pasuom pocTa U HAU3KOW KOCTHOW Maccoun
y aesovek ¢ NC [43].

BbisiBneHa accounauma Mexay uHTep-
NENKNHOM-6 1 reHHbIM NoNMMOPEU3MOM
MMP-3 npu UC. O B3aMmocBsA3u Mexay
maTpuuen metalloproteinases (MMPs) n
JereHepaumen Mexno3BOHOYHOro Ancka
COoOOLWUNN HEeCKONbKO uccrnegoBaTenen.
OgHO ©M3 nepBbIX KCCneaoBaHWi, aB.-
TOPbl KOTOPOrO OLEHWIU BO3MOXHOCTb
TOro hbakTa, 4YTO reHHole BapuaHThbl IL-6
n MMPs mornu 6bl 6bITb CBA3aHHLIMK CO
CKONMMo3oM U npegnonoxunu, 4to MMP-
3 1 IL-6 aBnsATCS BaXKHBIMU MapKepamm
05151 BO3MOXHOW AMarHOCTUKN reHeTnyec-
KOro npegpacnonoxeHusi K ckonmoasy [5].

M3BecTHO, 4yTOo VC 9aBnsetca oaHowm
13 OpTONEeAMYECcKNX NaTomnorum, npu Ko-
TOpbIX OOMblUe BCEro OTMEYEHO KITUHU-
YecKkoe MNpUCYTCTBME MOMIOBOrO AEeMOop-
dusma. MNonosow gemopduram BAMSET Ha
pOCT MO3BOHOYHOrO ctonba, MopdoTum,
FOPMOHbI U B COYETAHUUN C OKpYXatoLen
cpenon, reHeTUYeckuMn paktopamm 3To
MOXET MNPUBECTU K pas3BUTUIO heHoTMna
naumenTa ¢ UC. 31un xxe pakTopbl MOryT
urpatb porib B MPOrpeccum KpuBoW, He-
CMOTpPS Ha XUPYPruyeckoe BMeLLaTernbC-
TBO M MOTYT NMOMOYb OOBACHUTb, NOYEMY
WCKPUBIEHMSA MO3BOHOYHOrO cTomnba vy
HEKOTOpPbIX MAUMEHTOB HUKOrAa He W3-
MEHSATCA, a y OPYrMxX NMpOrpeccupytoT,
HECMOTPSI Ha NPOBOAMMYH KOPPEKLMIO.
MIMeloT MecTO CyLLLeCTBEHHbIE pasnuuuns
B TedyeHun VIC, n aTo BNMSIET Ha AuarHos
1 pesynbraThbl fievyenuns [39].

Kulis A., Zarzycki D., Jaskiewicz J.
nccrneqoBanvcb YPOBHWM 3cTpaauona y
300poBbIX U aeBoyek ¢ VIC B Bo3pacTte
11-14 net [29]. MonyyeHHble pe3ynsTaThl
yKa3blBalOT Ha BO3MOXHOE BMUSHUE U3-
MEHEHWI KOHLUEeHTpauun acTpaguona Bo
BpEMS MONOBOr0 PasBUTUSA, a TakkKe Ha
VMHULMMPOBaHNE 1 nporpeccuio 60KoBoro
NCKPUBIEHWS MO3BOHOYHMKA. HekoTopble
aBTOPbI BbISIBUAIM MOBbILLIEHHbIA YPOBEHb
TecTocTepoHa y aesovek ¢ IC u coena-
NV NpeanonoXeHne, YTO OLeHKa ypoB-
HeW TecTocTepoHa Morna 6Obl ObITb Bax-
HbIM MPeaBECTHUKOM NPOrpeccnpoBaHns
CKONno3a, 3T uccnegoBaHus dyoyT npo-
[ormkeHsbl [38].

lMepekpecTHas CBA3b 3CTPOreHa ¢ Mme-
NaTOHUHOM — OOMH U3 NyTEen naToreHe-
3a UC. VIC npeacraensiet cobow dpopmMy
CKOMMo3a, KoTopas NporpeccupyeT B ne-
pvog NonoBoro co3peBaHns. ATOT KPUTK-
Yeckuii nepuop CoBnagaeT Cco MHOMMMU
BMoNorMyeckMMmn N3MeHeHNAMN, CBS3aH-
HbIMK ¢ acTporeHamu. Tang N.L., Yeung
H.Y., Lee K.M. c.coaBT. onpegensancs
adpdpekT Ha ocTeobnactax npu NC B ne-
PEKPECTHON CBA3W MeXAy 3CTPOreHOM
N MEenaTtoHMHOM Ha ypoBHe 6ernkoB [3].
MokasaHo, 4To ecnu paccmatpusaTb NIC
octeobnacTtbl, UX (YHKUMOHUPOBAHKE,
3CTPOreHbl U MENaToOHWH CTaHOBATCS
Ba>XHbIMW COCTaBMSIOLLMMN B MATOreHe3e
NC. Monumopduam yvacTtka axXbal reHa
peLienTopa 3cTporeHa, BeposTHEN BCEro,
cBs3aH ¢ puckom passutua WN.C.

Hanuune reHa Aggrecan paccmart-
pvBaeTcs Kak OauvH 13  3TUOMOrMYECKNX
dakTopoB WNC. lMatoreHeTU4ecknn me-
xaHn3m VC Obin ycTaHOBMEH Ha OCHOBE
BCECTOPOHHMX MOpdOnornyeckmx n mo-
XUMUYECKUX WCCNEefOBaHUN KOMMOHEH-
TOB cnunHHoro ctonba y nauunenTos ¢ UC.
[HokasaHo, 4yto VIC pa3BmBaeTcs Ha OCHO-
BE M3MEHEHUs] CUHTE3a NPOTEOrNMKaHOB
1 (hopMMPOBaHNSI MO3BOHOYHbIX MMACTUH
pocTta. HangeHHas keratan - cBazaHHas
¢ cynbdartom pakums, BEPOSTHO, Map-
Kep reHeTU4YeCcKUX U3MEHEHWI B MPOTEOTr-
nvkaHax. VMiccnegosaHve nokasano, 4to
nosiBreHve Aggrecan reHa 3HauuTenbHO
YMEHbLUEHO B KynbTypax XoHapobnacTos
y nauueHToB C npucyTtctBuem keratan-
CBSI3aHHOW C cymnbaToMm dpakumen un
keratan yBenuueHve cynbdara cBa3aHo
¢ yBenuyeHnem lumnican [2].

HenpoaHOOKpUHHAs Teopus Tak Xe
OCHOBaHa Ha geduunte MenaTtoHuHa B
opraHuame naumeHToB ¢ NC. B uccne-
poBaHusix Azeddine B. n coaeT. Moreau
A. npogemoHcTpupoBaHa AMCHYHKUMSA
BbIpaboTkn MenaToHuHa B ocTeobrnac-
Tax, NonyyeHHbIX OT nauueHtoB ¢ UC,
KOTOpble [OOCTOBEPHO pasnuyanucb Yy
3gopoBbIx nauneHToB [3]. MNpepnoxeHa
npegBapuTenbHas MOSeKynsipHas knac-
cndukauma naumeHtoB ¢ MIC, ocHoBaH-
Hasi Ha KNeTO4YHOM OTBETE Ha MeNaToHUH
N pasnuyunsmMun B3aMMogencTems 6enkos.
Psin aBTOpOB, Uccnenys BblAeneHne mMo-
yeBoro 6-sulfatoxyl-melatonin n merta-
6onuam rmoKo3sbl B annduse, NpULLIN
K BbIBOAY, YTO MOCTOSIHHbIN AeduumnT
MenaToHNHa He MOXET ObITb OCHOBHbIM
dakTopom ckonmosa. M3meHeHus wme-
Tabonmama MO3roBOM [MHKO3bl Takke
CBOWCTBEHHbI Ans MauuMeHTOB CO CKO-
nvnosom [8].

PacnonoxeHne peuenTtopoB Mmena-
TOHVHa B Napano3BOHOYHbLIX MbILLLAX
aCMMMETPUYHO U MOXET ObiTb BTOpUY-
HbIM U3MEHeHneM npu ckonmose. Bbicka-



3bIBAETCS MMMNOTE3a, YTO OOHOCTOPOHHEE
OTCTaBaHVe B POCTE MHULIMUPYET CKOMK-
03. B aTOM HanpaeneHnn npoBOAMIOCH
CpaBHEHME KOHLEHTpauun peLenTopoB
menatoHnHa mMRNA B [ABYCTOPOHHWX
napano3BOHOYHbIX Myckynax npu WC
[7]. MonyyeHHble aBTOpamu pesynsTaThbl
NpPOAEMOHCTPMPOBanu, YTO KOHLEHTpa-
Uusl peLenTopoB MenaTtoHuHa B [ABYCTO-
POHHMX MO3BOHOYHLIX Myckynax npu AC
aCMMMETPUYHO, HO 3TO MOXET ObiTb U
BTOPUYHBIM W3MEHEHNEeM. OTU pesynb-
TaTbl NOATBEPXKAAKT, YTO AedULUT Me-
naToHUHa WUrpaeT OnpeferneHHy porb
B pasBUTUM CKOMMO3a, B TOXE BpeMs
3KCNepuUMeHTanbHoe  BOCCTaHOBIEHMWE
YypOBHelN MenaToHWHa npefoTBpallaert
pasBuTMe ckonuosa [32]. A nonumop-
du3mM peuentopa reHa menatoHuHa 1B
(MTNR1B) accouuupyetcs c AC [17].

VccnepoBaHa porb nentvHa npu na-
Tornorm4yeckoMm pocte y gesodek ¢ UC,
BbISABNEHO, 4YTO Y AeBodek ¢ C pocro-
BEPHO YMEHbLLUEH YpOBeHb NnentuHa. AB-
TOpaMu NokasaHo, YTO YPOBEHb NenTuHa
CBS3aH C Maccow Tena, MHAEKCOM Macchbl
Tena v Apyrumn napameTpamu pocra.
Mpennonaraetcs, 4YTO NENTUH MOXET
UrpaTb BaXXHYIO POrb NPV HU3KOW Macce
Tena y gesoyek ¢ NC. [lokazaHO yMeHb-
LUEeHVEe KOHLIeHTpaLMm1 ypOBHSA NenTuHa u
ero accoumaums ¢ Maccomn Terna u mac-
cou kocTn y aesovek ¢ NC [4].

Y peten ¢ IC npucyTcTByeT octeone-
HMS Kak B OCEBOM, Tak 1 nepudepunyec-
KOM ckenete. Pesynbrartbl AeHCUTOMET-
pyn AE@MOHCTPUPYIOT, YTO Y 86% BonbHbIX
¢ UNC pernctpupyetcs NocTosstHHasa ocTe-
OMNeHUsi BO BpPeEMs Nepuopa co3peBaHus
ckeneta. lMpu UC nmeet mecto obuias
OCTeOoneHnst n eé accounaums ¢ Henpa-
BUINMbHbLIM MNy6epTaTHbIM POCTOM, MUHe-
panbHbIM 0BGMEHOM KOCTK 1 NoTpebneHu-
em kanbuus. MNpu VC 3apeructpmpoBaHa
obwaa Hu3kas macca koctu. OpgHako,
TOYHblIE MEXaHU3Mbl U MPUYUHBI NMOTEpPU
KOCTHOM Macchl npu VIC ewe He gocta-
TOYHO NAeHTUULUMPOBaHLI. MNMpeanpuHa-
Ta nombITKa WCCreaoBaHUsi OTHOLLEHUS
MexXay KOHLUEHTpauuen B CbIBOPOTKE
aKkTMBaTopa peLenTopa saepHoro nuratH-
aa daktopa kappaB (RANKL) n ypoBHsi
cbiBopoTo4HOro osteoprotegerin (OPG).
PesynbraTtbl nokasanu HeycTOMYMBOCTb
1 HapyLleHHoe B3ammopencTeme RANKL
n OPG, koTopble MOryT ObiTb BaXXHOW
NPUYMHOM B nNaToreHes3e YyMeHbLUEHUS
MUHepanbHON NNOTHOCTU KocTu npu NC
[1,12].

HekoTopbiMM  aBTOpaMu  BbIsiBEHa
Oonee HM3Kasi cTeNeHb MUHEpanM3aumu
B KOpkoBOM crioe kocteun npu UC. TMo-
HV)KEHHAs! NMOTHOCTb KOCTHOIO MUHepa-
na Habnioganack B Tpabekynax KocTu y
3HaunTEnNbHOro Yncna nauuneHtos ¢ UC.

N TpabekynspHas, MU KOpKoBasi MuHe-
panbHas nnoTHocTb B rpynne ¢ MIC 6bina
3HAYUTENBHO HUXKE, YEM B KOHTPOIbHbIX
rpynnax. NMpeanonoxutenbHo, y AeBOYEK
¢ IC mornu 6bITb U3MEHEHUSA B KOCTHOM
MUHepanu3aLumu Bo BpemMs npenybepTar-
Horo pocTa [30].

Mo paHHbIM NUTepaTypbl, HapyLUeH-
HbIi MeTabonuam konnareHa Tvna 1 u
2 MOXeT ObITb OHOM U3 NPUYNH pa3Bu-
Tma VIC 1, BEpoATHO, BaXXHOro cpaktopa
B nporpeccuu ckonuosa. Npu ckonuose
XPSILLM NO3BOHKOB UMEIOT NPU3HaKN per-
pecca u runonnasun. BorHyTtas cTopoHa
Nno3BoHKa MnopaxeHa Oonee cepbesHo,
YeM BbINyKnas. YBenuyeHve KonnareHoB
Tmna 2 n TGF-beta1, bFGF B BOrHyTbIX
CTOpPOHaXx anukarbHbIX CTOPOH MpW CKO-
NNo3e MOXET ObITb Pe3yrbTaToM PEKOHC-
TPYKLUMN BHEKNETOYHON MaTpulbl U pe-
aKkuMmn KoMneHcauuu, KOTopble Bbi3BaHbI
naTtonornyeckuMmn  GromexaHu4eckumu
cunamm  [37]. Huskaa KoHuUeHTpaumsa
KanbMoaynvHa obHapyXeHa B cycTaBax
no3BoHo4YHMKa naumeHToB ¢ MIC [18]. Oko-
nornyeckne hakTopbl TOXe OKasbiBaloT
BNusHMe Ha passutmne UC. Mo gaHHbIM
Grivas T.B., cywiecTByeT fokasaHHasi ac-
coumaumsa Mexagy pacnpocTpaHeHHOCTbIO
NC y pneBovek u reorpacmyeckon wmpo-
TOW: YUCIEHHOCTb [OEBOYEK-MOLAPOCTKOB
¢ C Bbllwe B ceBepHbIX CTpaHax [22].

CyLLeCTBYIOT pasnuyns B KOHLEHTpa-
uun ceneHa, Meau, UMHKa B Borocax (v
cbiBOpOTKE) y Aeten ¢ MIC. Bonockl na-
LIMEHTOB, CTpadatoLLMX CKOMMO30M, MOo-
Kasanu yBenMYeHHOe CoAep)XaHue LuH-
Ka M yMEHbLUEHHOEe codepaHue ceneHa
MO CPaBHEHMWIO C KOHTPOIbHOW FPYMMoiA.
OTHoweHne Cu/Se B aTon rpynne nauu-
€HTOB ObIfI0 3HAYMTENbHO Bbille M3-3a
bonee BbLICOKOW KOHUEHTpauun meam
n Gornee HW3KOrO COAEpXaHus ceneHa
Mo CPaBHEHMIO C KOHTPOIbHOW FPYMMoiA.
KoHueHTpaumsa ceneHa B CbIBOPOTKE Y
AeTen CO CKOMMo3oM Obina 3HauuTenb-
HO yMeHblueHa. PasnunyHble nameHeHus
CoAepXXaHNsi MUKPO3neMeHToB B Guomno-
rmyeckmx obpasuax He cryyaiiHbl. JTO
MOXeT nexaTb B OCHoBe 0bpa3oBaHusi
pasnuyHbiX OPM MUKPOSNEMEHTO30B B
opraHuame npu MC [10].

MmeloTca oTaenbHble OaHHble O Ha-
NNYUM OTKIIOHEHUI B KPOBOCHAOXEHWU
rPyOHOM KNETKN y eBOYEK — MOAPOCTKOB
C MNPOrpeccupyoLmM CKONMMO30oM rpya-
HOrO OTAena Mo3BOHOYHMKA. BeposaTHo,
aCCMMETPUYHBIA TOK KPOBM CMoOCcOOCTBY-
€T pa3BuTUo 3TOro Bnaa ckonmosa [6]. Y
peten ¢ IC Hepegko obHapyxumBatoTcs
OTKIMOHEHUs1 kapaunorpammbl. OTmevaeT-
Csl TEHAEHUMS K OTKITOHEHUIO OCY cepaLa
BnpaBo, nsmeHeHns QRS c BospacTom
npegnonaratT KapAMONOrMyeckylo  Cco-
CTaBMSOLLYIO B U3y4YeHUW CKONmnosa y
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petenn n Tpebyet Gomnee yrny6neHHoN
KMYHUKO-DYHKLMOHANbHON OLEHKN pa-
60TbI cepaua y geteri ¢ UIC [11].

Takvum o6pasom, NpOAOIKEHNe Wuc-
cnegosaHun VC kpaiHe BaxkHbl Ang Co-
BEPLUEHCTBOBaHNSA NOAXOA0B K AMarHoc-
TUKe, MPOrHO3MPOBaHMIO OCOBEHHOCTEN
TeYyeHus, npodpunakTuke u  nevYeHuto.
Heobxognmo BblaeneHune cneumduyec-
KMX NMapameTpoB — MapKepoB pasBUTUS
NC. BO3MOXHO, UMEHHO WccremoBaHue
MC Ha monekynspHo-61MoXmmMmu4eckom
YPOBHE MO3BOMNUT BLIVTW HA HOBbIV 3Tan
NPOUNAKTUKA AaHHOW NaTONOMMN.
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E.B. Pakuukasa, PB. YuyakuHa, B.K. Koanos

COCTOAHUE 300POBbA MNOOPOCTKOB
C TMNOoTANAMUMYECKUM CUHOPOMOM
NMYBEPTATHOI'O NEPUOOA

O6cnenoBaHo 74 30poBbIX M 142 ¢ rnotanamuyeckum cuHgpomom (MFC) nogpocTka. VsyyeHbl nokasaTtenu 6enkoBoro, NMUNMAHOMO U yr-
neBogHoOro o6MeHOB, FOPMOHarbHbIN CTaTyc, U3yYeHbl NCUXONOorMyeckne oCobeHHOCTU, KAYeCTBO XU3HM, OCOBEHHOCTM (hM3NYECKOTO PasBUTHUS
N CTAHOBMEHUSA PENPOAYKTUBHOWM (DYHKLMW. BbisiBNEeHHble KNMHMKO-NabopaTopHble U3MEHEHWS CBUAETENLCTBYIOT O paHHeM AeboTe meTtabonu-
yeckoro cuHapoma (MC) y nogpocTtkos ¢ ['C. MNonumopduam Metabonmyecknx u aHAOKPUHHBIX
HapyLUeHWin y noapocTkoB ¢ 'C CBUAETENbCTBYET O BLICOKOW CTENEHM pUCKa Pa3BUTUS paHHEro
aTepockneposa, caxapHoro anaberta 2 Tuna, NporpeccupytoLLer NoNMaHAOKPUHHONM NaTonoruu,
NPUBOASILLMX K HApYLUEHUIO PENPOAYKTUBHOIO 300POBbS.

KnoueBble croBa: nogpocTky, rmnoTanammyeckuini CUHAPOM, COCTOSIHUE 300POBbsI, Kayec-

PAKMLUKASAl EneHa BuktopoBHa — K.M.H.,
poueHT OBIMY, iomid@yandex.ru; YYAKMU-
HA Pauca BnagumupoBHa — 4.6.H., npod.,
rm.H.c. HAWM oxpaHbl MaTepuHCTBa 1 AeTcTBa
CO PAMH; KO3N1OB Bnagumup Kupunno-
BUY — O.M.H., Npod., 3acn. AesATenb Hayku,
un.-kopp. PAMH, gupektop HUW oxpaHbl ma-
TEPUHCTBA 1 AeTCTBa.

TBO XU3HW.

74 healthy adolescents and 142 patients with the pubertal period hypothalamic syndrome were
examined. The indexes of protein, lipid and carbohydrate metabolic processes, hormone state,
psychological peculiarities, quality of life, physical development peculiarities and reproductive





