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AHHOTAIUS. B Pecny6iuke Benapyebr B pamkax npoekta Coro3Horo rocynapcersa «Pa3padorka HOBBIX CIHHAJb-
HBIX CHCTEM C HCIO/Ib30BAHHEM TeXHOJIOTHil MPOTOTHIMPOBAHUS B XHPYPIrUYeCKOM JIeUeHUH JeTeil ¢ TAKeIbIMU BPOK-
JAeHHBbIMH AedopMAlUsAMH U MOBPE:KACHHUSIMH M03BOHOYHHKA» 000CHOBAHO INpOBeleHHe OMOXHMHYECKOT0 H MOJIeKy-
JIIPHO-TeHeTHYeCKOro MCC/IeJOBAHMS € Y4eTOM KJIMHMYecKOoi KapTHHBI NPH BPOxkIeHHONH JedopManuu Mo3BOHOYHHKA.
YHHUKAJILHOCTb NPOrpaMMbl COCTOUT B TOM, UTO XHPYPruyecKHe TeXHOJIOTHH JIeYeHHUs eTeil ¢ TSKeJbIMH BPOKIEHHBIMH
AeopManusaMH MO3BOHOYHHKA OYAYT IUNIAHMPOBATHCS ¢ HCIOJb30BAHHEM TeXHO/10ruii 3D-npoToTHNMPOBaHMS ¢ Y4eTOM
aHA/IN3a Pe3yJbTaTOB MOJIEKYJSPHO-TeHeTHYeCKOro H OHOXMMHYeCKOro HCC/Ie0BaHMsl, a TAKXKe MeTOlA0B JIy4eBoii aua-
THOCTUKH. Pemienne npo6ieMbl o0ecrieuuT NpaBUJIbHOe Pa3BUTHE MO3BOHOYHHMKA B 1[€JIOM, YTO, B CBOIO 04epe/b, CO3acT
ONTHMAJIbHBIE YCIOBUS /ISl BOCCTAHOB/JICHUS] (PYHKIMH CIHHHOTO M0O3ra U penapaTHBHBIX MPoLeccoB ¢ opmMupoBanuemM
MOJIHOIIEHHOI KOHCOTHIAINH.

KJIIOYEBBIE CJIOBA: onoxumu4yecKue U MOJEKYJIAPHO-TeHETHYECKHE MOKA3aTe/IH, XHPYPrUYecKne TeXHOJIOTHH,
IIaHMpoBaHue, 3-D TexHo0TH

ANNOTATION. Based on the analysis of the results of molecular-genetic and biochemical research, as well as methods
of radiation diagnosis, surgical technologies for treating children with severe congenital deformities of the spine will be
planned. The publication justified the conduct of such studies in view of the clinical picture with congenital deformity of
the spine. Solving the problem as a whole will provide timely assistance to patients of this category, and will also provide an

opportunity to predict the occurrence of congenital spine pathology.
KEY WORDS: biochemical and molecular-genetic indicators, surgical technologies, planning

BBenenue. Bpoxnennsie nedopManui Mo3BOHOY-
HUKa y JIeTeH SABIAIOTCS aKTyaJlbHOM ImpobiemMoit 3apa-
BooxpaHeHus: PecmyOmuku bemapyce m Poccwuiickoii
Denepauuu.

Jlomst BBIABISIEMBIX BPOXIEHHBIX TIOPOKOB Pa3BUTHS
MIO3BOHOYHHKA, COIVIACHO CTAaTHCTUYECKHM JaHHBIM
B Poccuiickoit ®@enepanun, cocrasnser 2—11% cpenun
Bcex nedopmanuii mo3BOHOYHOTO cTon0a y aereid. [Ipu
3TOM B TOJIOBHHE CIIy4aeB OTMEYAETCsI MPOTPECCHPY-
IolIee pa3sBUTHE MMO3BOHOYHOTO MCKPUBIIECHUS, T/E He-
00X0IMMO TIPOBEICHNWE AKTUBHOTO KOPPHUTHPYIOIIETO
JIeYEHUs, BKIIOUAIONIErO CHENUAIBHOE XUPYPrudecKoe
BMEIIATENbCTBO, KOTOPOE B Dsfie CIIydaeB SIBISETCS
€AMHCTBEHHOM BO3MOXKHOCTBIO aJ€KBAaTHO IIOMOYb Ma-
nueHty. IlpoBogumsle paHee uccienosaHus B Pecmy-
6muke benapych 1o pacrpocTpaHeHHOCTH OpTOIe Ye-
ckux Aedopmanuii MO3BOHOYHHMKA Yy JeTel MOKa3bIBa-

10T, YTO Ha JOJI0 BPOXKIACHHBIX AedopMaruii pa3ind-
HOTO TeHe3a MPUXOAuTCs 2,5—7% OT BCeX BBISIBICHHBIX
ciydqaes [1, 2].

B Hacrosiiee BpeMsi OCHOBHOW OLIEHKOM BapHUaHTa
BPOXICHHOTO ITOPOKA Pa3BUTH IIO3BOHOYHIKA H BEITH-
YUHBI OCHOBHOM YT Ie(OopMaIuil SIBISETCS JIy9IeBOH
MeTOJ uccieaoBanus. HabmroneHue 3a COCTOSHHEM I10-
3BOHOYHMKA B AWHAMHKE IMPH TOMOIIM 3TOTO METOAa
B TIPOIIECCE POCTa M Pa3BUTHUs peOEHKa C IENBI0 Tpe-
CKa3aHHs XapaKTepa TCUCHHS BPOXISHHOU nedopma-
WU TO3BOHOYHHUKA TpeOyeT IINTEIBHOTO BpPEMEHH,
YTO NPUBOTUT MOPOH K HEOOPAaTUMBIM HETAaTHBHBIM
nmocieACTBUAM. [locinenHue TPOSBISIFOTCS TSKEIBIMEI
U PUTHIHBIMH WCKPHBICHUSMHU IMO3BOHOYHOIO CTOJIOA
y JeTei, a TakKe HEBPOJIOTUYCCKUMHU CIUHATHHBIMU
HAPYIICHUSMHU CO CTOPOHBI KOHEYHOCTEH W (DYHKITHH
Ta30BBIX OPTaHOB B pe3yabTaTe BEPTESOPO-METYILIAPHO-
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ro koH(unkTa Ha (OHE MporpeccHupoBanus Jaeopma-
LUK TI03BOHOYHUKA. J[pyrne oObEKTHBHBIE KPUTEPUH
OLICHKH XapakTepa TeYeHUS! BPOXKACHHOH JehopManuu
MIO3BOHOYHHKA M BBISBICHHE ALUEHTOB TPYIIIIBI PUCKA
C MPOTPecCUPYIOINM TEYCHHEM HCKPHBIECHHS B Ha-
cTosIIee BpeMs B JTOCTYITHOM HMH()OPMAIIMOHHOM II0JIe
HE HAWAEHBI WIH OTCYTCTBYIOT BooOmie [3, 4]. Bax-
HBIM JUarHOCTHYECKHM MOMEHTOM SBJISETCS BO3MOX-
HOCTb OLIGHUTH XapakTep BPOXIAECHHOH nedopmanuu
MI03BOHOYHHKA, (HAKTOPHI Ha Hee MOBJIHABIINE, & TAKKE
Ipe/cKas3arh ee TeUeHHe B PaHHEM Bo3pacTe peOeHKa
(mo 3 mer) mpu TMEPBUYHOM OOpPALICHHH K OPTOIEHY.
B aToT BO3pacTHOI epuon BpeMeHu nedopManus mno-
3BOHOYHHKA MOXET OBITh eIlle He3HaYUTeIbHA 110 BEJHU-
YHHE OCHOBHOM JyTd HCKPHUBJICHUSL, 110 MPOTSHKEHHOCTH
MI03BOHOYHO-JIBUT'ATEIIbHBIX CETMEHTOB, BOBJICUCHHBIX
B HEe, W SBJIATHCS MOOMIIBHOW /sl Koppekuuu. biaro-
Jlapsi TaKUM OCOOEHHOCTSIM BPOX/IEHHOH J1eopMannu
MIO3BOHOYHHUKA Y JIET€H paHHEro BO3pacTa I0CPEICTBOM
OJJHOTO XHMPYPTUYECKOT0 BMELIATEJECTBA BO3MOXKHO
pazuKaibHO WCIPAaBUTh HCKPHUBICHHE ITO3BOHOYHOTO
cTonba u crabunu3upoBarh (pHUKCUPOBATH) MPH ATOM
MHUHHMMAaJIBHOE KOJIMYECTBO [M03BOHOYHO-/[BUTATEIBHBIX
CErMEHTOB, CO3/1aB IpU 3TOM OoJjiee BBITOAHBIE YCIIO-
BUs A1 (PU3MOJOTMYECKOTO Pa3BUTHS MTO3BOHOYHHKA
B Ipoliecce pocra pedenka [5, 6].

ean u 3axaun

enpro HalIero Mcciaea0BaHus cTano 000CHOBaHHE
MOJICKYJIAPHO-TCHETUUYCCKUX MapKEPOB HCCJICIOBAHUA
JJI OMPEACTICHUA TAXKECTH TCUCHUA BPOXKIACHHBIX 1€-
¢dopMmaruii TO3BOHOUYHNKA M PELICHHUS BOIPOCOB, CBS-
3aHHBIX C BBI60pOM TAKTHUKU JICHCHUS }IaHHOﬁ Karero-
pHUU MAIUEeHTOB.

MarepuaJibl 1 METOAbI

Ha ocHoBe ananmza ocoOeHHOCTEH KIMHHUKO-PEHT-
TCHOJIOTHYECKOW KapTHHBI Pa3INYHBIX BUIOB BPOXK-
JIEHHBIX MOPOKOB y 50 MannueHTOB MPOBEICHO MOJEKY-
JSPHO-TEHETHYECKOe HMCCIEAOBAHUE TI0 OIPEACIICHUIO
nonuMop¢u3MoB reHos netokcukanuu GSTT1, GSTM,
GSTP1 (llel05Val), GSTP1 (Alall4Val) u myrammit
TCHOB, OTBEYAIOIINX 33 TEMIIBI POCTa U CTPYKTYpY IIO-
3BOHKOB U MEKIIO3BOHKOBBIX JUCKOB — reHoB NOXD,
RUNX2, CHST3, DLL3, MESP2, LFNG, HES7, a Ttak-
JKe M3y9IeHBI ONOXUMHUYECKHUE IMOKa3aTeN KpoBH: Zn, P,
Ca, Cu, Se, Ag u Tsoxkensix MmetamioB (Pb, Cd) B 6uono-
THYECKUX cyOcTparax (CHIBOPOTKE KpoBH). OTIpaBHOM
TOYKOH JJIS cOo3JaHus 0a3bl JAHHBIX ITUX IMMAIlMEHTOB
cTaja THUIOTe3a O B3aUMOCBSI3H MOJICKYISIPHO-TCHETH-
YECKUX ¥ OMOXMMHUYCCKUX TapaMeTPOB IPH OTpeeiie-
HUU MPOTHO3a TCUCHUS BPOXKIACHHBIX Jedopmanuii mo-
3BOHOYHHKA.

Oobcyxaenne.

OCOOEHHOCTBIO YEJIOBEYECKOr0 OpraHu3Ma SIBIISET-
CA HaJIU4yue MOJ'IeKy.TISIpHO—FeHeTPI‘IeCKOﬁ U OHOXUMHU-
YEeCKOH CHCTEM, B KOTOPBIX 3ajiokeHa ocobas uHpop-
Manys O MEPCICKTUBE pa3sBUTUA BCEX OPraHoB, CUCTEM

U CTPYKTYp, YTO, HECOMHEHHO, MPHUCYTCTBYeT U y Ia-
IIUEHTOB C BPOXKACHHBIMU JehopMaIMsIMHU MTO3BOHOU-
HHUKa pa3jIMdHOro xapakrepa. McciemoBanue, xotopoe
YK€ MPOBEJCHO W HAEHTU(HLIUPYET TCHBI, UTPAIOIIUE
Ba)XHYIO POJIb B BO3HUKHOBEHHHU CKOJINO033, MOXKET CIO-
co0CTBOBaTh JalbHEHIIEMY Pa3BUTHIO THATHOCTUKH 3a-
GosieBaHUS U BHEAPEHUS B KIIMHUYECKYTO IPAKTHUKY IIpe-
JTUKTUBHOTO TEHETHYIECKOTO TECTA /IS BBISIBIICHUS TAKKe
BPOXKACHHBIX Ae(opmariiii MO3BOHOYHHMKA 1O IOSIBIIE-
HUS cUMIITOMOB [7]. CTOUT OTMETHTB, YTO BPOXKICHHEIC
MOPOKH Pa3BUTHSI TO3BOHOYHHKA SIBIISIETCSI TTOJUT€HHBIM
3a00JICBaHUEM, CBS3aHHBIM C MYTalWedl B HECKOIBKHX
reHax. Ha pa3BuTne mnarojoruu BIMSIOT pa3iHdYHbBIC
(hakTOpHI, B TOM UHCIE 3Kojiormdeckue. HayaHomy co-
00IIeCTBY YK€ M3BECTEH OJMH HabOp MOJIEKYJ, KOTO-
pBIil MoMy4ms1 Ha3BaHWE CUTHaNBbHBIA myTh Wnt/PCP.
OH 4aCTHYHO OTBEYAeT 3a UCKPUBIECHUE IMO3BOHOUHHUKA
npu ckonuo3e. HoBwle pe3ynbTaTel MOKa3bIBAIOT, Kak
curHaibHEIH 1myTh Wnt/PCP cranoBuTcs mpobnemoi,
U JAIOT IPEACTaBIECHUE O TOM, KaK BOCCTAHOBUTH HOp-
MaJbHYI0 KU3Hb HanueHTaM. CIMIIKOM Manas aKTUB-
HocTh reHa LBX1 He oka3blBaeT BIMSHHUS Ha MpoLecce
pasButust 3aboneBanus. OJHAKO HCCIIEOBATENbCKAs
rpymIia npeamoaraet, 4ro Ooibias akTuBHOCTH LBX1
MOXET SIBISIThCS MpoOiemoii. [IpoBenenHble reHeTnye-
CKHE KCIIEPUMEHTHI Ha HEOOIBIINX ITPECHOBOAHBIX PhI-
0ax B yCIIOBHSAX Hay4YHO-HCCIIEOBATEILCKUX Jlaboparo-
pHil A7 MOAETHPOBAHUS CKOIMO3a JOKa3adH pojib F'eHa
LBX1 B popmupoBanum no3BoHOYHHUKA. MccnenoBanuch
TeHeTH4eCKU MOAN(DUIIMPOBAHHBIE PHIOBI, KOTOPBIE HMe-
nu Oonpioe kojaudectBo reHa LBX1. BeisicHeHo, 4uTO
nMeHHO konmdecTBO LBX1 urpamno pomnp B pa3BUTHA
Tena peiObl. Y 3MOPHUOHOB PbIO, KOTOPHIM BBOIMIIHU J0-
noJHUTENbHBIH reH LBX1, KIeTKH, OTBETCTBEHHBIE 3a
pa3BUTHE NMO3BOHOYHMKA M MBI CIIMHBI, OBIIH IIUPE,
9eM Y 3I0pPOBBIX pbIO. Y TeHHOMOAW(DHUIMPOBAHHOM
PBIOBI, KOTOpasi BEDKHMBAJA, pa3BUBaiach nedopMarus
KOCTeH B IO3BOHOYHHKE, BbI3bIBarOmas ckonnos. Mc-
CIIEZIOBATENH MOJIATAI0T, YTO JaHHAS MOZCIb IPEICTaB-
JseT co0OH BEPCHIO BPOXKICHHOTO CKOIHMO3a y JIIONEH,
KaK ¥ JII000H IpyToit BPOXKACHHOM MATONOTHH Pa3BUTH
MO03BOHOYHHMKA. [Ipyrast rpymnma pso ObuIa rTeHETHIECKH
Moau(UIIpOBaHa sl SKCIPECCHH JOTOIHUTEIBHBIX
redoB LBX1 B Teduenue Bceit :KU3HHM, HO TOJIHKO B HEKO-
TOPBIX KJIETKaxX, YTO AEIAJI0 U3 HUX TO, YTO MCCIEIOBa-
TEJIM Ha3bIBAIOT TeHETHYECKOW MO3auKOH. Y HEKOTOPBIX
U3 TaKUX PHI0 pa3BUBAINCH KOCTH NPAaBUIIBHOM (HOPMBI,
HO 3aTeM OHM M3THOAJINCh BO BPEMs B3pOCIEHHUS. JTa
MOJIETIb XapaKTepHa Uil OOJNBIIMHCTBA CITyYaeB CKOJIU-
032y 4elI0OBEeKa, KOIZa B IETCKOM BO3pacTe HET HUKAKUX
IIPU3HAKOB NPOOJIEMBI, 1TOKa HE HAyHETCS aKTHBHBIH
POCT B IPEANOAPOCTKOBOM U MOIPOCTKOBOM BO3paCTe.
IMoapocTKOBBIN HMIUOMATUYECKUN CKOJIHO3 IOPAXKaeT
2-4% nereit B Bo3pacte 10-16 ner Yame noapocTko-
BBIIl CKOJIMO3 BCTpeuaeTcs y JieBouek. MHTepecHo, 4To
cpeau >KEHCKUX oco0eil phIObI Takke CKOJIMO03 BCTpe-
yajcsl yaie, 4yem y ocobeil Myxckoro monma. [loue-
My JKCHUIMHBI 0OOJiee BOCIPHUHMYMBBI K 3a00JIEBAHHIO
ocTaeTcs 3araakoil. OZHaKo TO, YTO €CTh CBSA3b MEXKIY
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MOJIOM M BOCIIPUMMYHBOCTBIO K CKOJIMO3Y Ha TeHETHYE-
CKOM YPOBHE, MOATBEPIKAAeTCA B JaHHOM HCCIIEIOBa-
HUU HA TEHETHYECKH MOTUGHUIIMPOBAHHBIX pbidax [8].
Yacte JJHK, xoTopas perynaupyer red LBX1, mytupyer,
nmostomy TeH LBX1 cranoBuTcs runepakTuBHBIM. 3-
o6piTok LBX1 mpensTCTBYeT aKTHBHOCTH IIPOMOTOpa
wnt5b. HeakTHBHOCTH NMPOMOTOpa O3HAYAET, YTO TEH
wntS5b Mmenee akthBeH. Hemocrarounass aKTHBHOCTH
wnt5b, B CBOO ouepes, 03HAUYAET U HEAKTHBHOCTD TeHA
RhoA. DTOT Kackaj WK CUTHANBHBIA ITyTh U €CTh CBS-
3ymo1ee 3BeHo Mexay reHoM LBX1 u ckonnosom. Poib
curHansHOTO TIyTHt Wnt / PCP o4enp xoporro m3ydeHa
W y)XKe M3BECTHA B Pa3BUTHH CKOJHMO3a, OJHAKO paHee
HUKTO He Haxomwi B3auMocssasu LBX1 ¢ Wnt / PCP.
Komanga wccnemoBareneil mpoBenia TOIONHUATEIHHBIE
SKCIIEPUMEHTHI, YTOOBI YBUAETH, KaK 3TH T€HBl MOTYT
B3aMMOJICHCTBOBaTh. [ eH wntSb ydacTByeT B KOHTpOJIE
MHOTHUX aCIIEKTOB KJICTOYHOTO POCTa, B TOM YHCIIE PETy-
JUPOBAHUS MPOIIecca, MPH KOTOPOM KIIETKU CTAHOBSAT-
Cs KOCTSIMH U MBITIIIAMH HA PAaHHUX CTAIUSIX Pa3BUTHS.
TT03BOHOYHUK — 3TO 1LIEJIbII KOMIUIEKC KOCTEH, HEPBOB
W MBI, 00pa30BaHUE W POCT KOTOPHIX 3aBHUCUT OT
psiZa CIIOXKHBIX TEHETHYECKUX npaBwi. HempaBuibHOE
yIOpaBiIcHUE TEHOM Wnt5b MOXET YaCTHYHO OOBSCHUTH
Pa3BHUTUE CKEJICTHBIX HAPYIICHHUM, BBI3BIBAIOIIUAX HC-
KpUBIIEHHE TTO3BOHOUYHHUKA — CKOJIMO3. ABTOPHI CUHTA-
0T, YTO NTyOOKOE MOHUMAHHE TEHETHYCCKIUX MEXaHH3-
MOB, MIPUBOISIINX K PA3BUTHIO BPOXKICHHBIX aHOMAJTHI
pa3BUTHUS TO3BOHOYHHUKA, TIOMOXKET pa3padoTaTh HOBBIE
3¢ (G eKTUBHBIC METOIBI TCHETHYESCKOTO JICUCHHUS TaHHOM
narosiorud. C KIMHAYSCKUX MMO3UIUHI TaHHBIC CHCTEMBI
MOTYT paccMaTpuUBaThCsl KaK HOCHUTEIH MPOTHOCTHYE-
cKOM MH(]OpMAIMK O TEPCIEKTHBE Pa3BUTHsI JHOOOTO
MATOJIOTHYECKOTO IIpoLiecca BPOXKACHHOTO XapakTepa.
[To MHEHHIO Pa3IUYHBIX aBTOPOB, K BPOXKICHHBIM Je-
(hopMaIusaM MO3BOHOYHIKA MOTYT IPUBOJUTH MY TAIlHH
B TCHAX, OTBEYAIOIIMX 3a IPOIECC SMOPHOHAIBHOTO
pa3BuTHA B 1[eoM. M3BeCTEH psAl TeHOB, paboTaIOMIHNX
Ha Pa3HBIX CTagusax dToro pa3BuTHsa. OHH MOTyT Ha-
CTHYHO BKJIFOYATHCS M BBIKIIIOUAIOTCS, YIPABISA MeXa-
HU3MaMU 3aKJIaJKi U pa3BUTHA opraHoB. K HUM oTHO-
carcs, Hanpumep, FGF, Wnt, Notch u gpyrue. B stux
TeHHBIX KacKaJaX MOTYT BO3HHKATh ITOJIOMKH, T.€. MY-
Talllu B TeHAaX, KOTOPBIE IIPUBOIAT K HAPYIICHHUSIM TIPO-
I[ECCOB Pa3BUTHSA, B JAHHOM ciydae KOCTHOH TKaHH,
U, KaK CJIEeJICTBHE, K aHOMAJIUU [TO3BOHOYHHKA [9].

OpmHako HE BCE BPOXKICHHBIC (POPMBI BPOXKICHHBIX
aHOMAaJIMI pa3BUTH TO3BOHOYHHUKA SIBIITFOTCS HACTICTY-
eMbiMu. [Ipu cBOEH CIIOKHOCTH, SMOPHOHAIBEHOE pa3-
BHUTHEC — OYCHDb UyBCTBUTCIBHBI MEXaHHU3M, KOTOPEIH
pearupyer Ha MHOXECTBO ()aKTOPOB OKpYXKaroIIen cpe-
JIbI, KOTOPBIE MOTYT BO3/ICHCTBOBATh HA pa0OTy TCHOB,
HE M3MCHSISI TIPH 3TOM PaboTy caMHX TeHOB. XOpOIIOo
M3BECTHHI 3 (DEKTHI BO3ICHCTBYS aTKOTOJISI, HEKOTOPBIX
JICKapCTB W XUMHKATOB, 3a00JicBaHUM, (U3HYSCKHUX
(hakTOpOB HAa MATEPUHCKHUI OpPraHU3M BO BpeMs Oepe-
MEHHOCTH, KOTOPBIC YacTO MPHUBOAIT K HAPYIICHHUSIM
pa3BUTHA IUIOJIA BO BpeMs OepeMEHHOCTH, BBIPAXKaIO-
muxcs B Aedopmanusx mossonoynuka [10].

Bce BhImeckazaHHOE JaeT MPenCTaBICHHUE O Ieye-
c000pa3HOCTH Pa3pabOTKU TECTOBBIX CUCTEM MJISl aHa-
JH3a IPUYHMH BPOXKICHHBIX AedopManuii HO3BOHOYHU-
Ka. 13 aHanu3a TuTepaTrypHbIX HCTOUHHKOB BHIHO, YTO
6oJbIIOE KOJNMYECTBO HCCIEIOBAHMH, HAIpPaBICHHBIX
Ha MIOUCK FeHETHYECKUX MAPKEPOB CKOJINO3a IPOBOIH-
nochk Ha BEIOOpKax crpaH FOro-Bocrounoit Azun (Ku-
tas, Kopewn, Snonnm). MeHbIe HecaeT0BaHIA MOIYIIs-
it 3amaguoit EBponsl. Ha Teppuropun Poccun u be-
JOPYCCHH TIONOOHBIX HCCIIENOBAHMN HE IPOBOIMIIN.
Crennduyeckne MapKepbl BPOXKICHHBIX Je(hOpMaIliii
MIO3BOHOYHHMKA /ISl HAIIMX TEPPUTOPHUIl HE ONTMCAHBI.

[Ipu pa3nUYHBIX MATOJIOTHUSAX UMEET MECTO M3MEHe-
HHUE COZIEPKaHMs MHKpPO3JIEMEHTOB B opranusme. Ilo-
BEIIIeHHOE oTHOCUTENbHO [1/IK comepxanue B O6uoo-
THYECKUX KUIKOCTSIX OTHENBHBIX TSDKEIBIX METaJIOB
MOXET CBHJIETEIBCTBOBAaTh O XPOHWYECKOM BO3/ECH-
CTBHM TOKCHKAHTOB Ha OPTaHU3M M IEpeHaNpsDKEHUH
paboThl HE TOJIBKO CHCTEMBI BBIJICJIEHUS, HO U dep-
MEHTHBIX CHCTEM OpraHn3Ma, TECHO B3aWMOAEHCTBY-
IOHIMX C MOJEKYJISPHO-TEHETHUECKOH CHUCTEMOH. DTo
TpeOyeT Mep Mo OYMCTKE OpraHu3Ma OT H30BITKa TH-
JKEJIBIX MeTaJUIOB. [10OBBIIIEHHOE COlep)KaHHE B KPOBH
M Mo4e HanOosee TOKCUYHBIX TSKEIBIX METaJIOB Tpe-
OyeT PHEPrUYHBIX MEp M0 MX BBIBEJCHUIO, OCKOIBKY
uX M30BITOK pa3pylIaeT He TOJBKO HEPBHYIO, cepjed-
HO-COCYAUCTYIO U UMMYHHYIO CUCTEMBI, HO OKa3bIBacT
caMoe HeNOCpEeACTBEHHOE BIUsSHHE Ha (JOPMHUPOBaHUE
OTOPHO-ABUraTeNbHOM cucTemsl [11].

[ToBbIIeHHOE COiep)KaHUE B KPOBH M MOYE CelieHa
MOXET IMPOJUTH CBET Ha NPHUYUHBI HCCOBEPIICHHOIO
OCTeoreHesa.

[ToBwIIICHHOE COACPIKAHNUE B OPraHU3ME TAKCIIbIX
METAaJIJIOB OKa3bhIBAET CHHEPTHCTCKOE (YCHUIIMBAIOIIEE)
BIIMSIHUE Ha UX TOKCHYECKHE CBOICTBA.

HemHOTO4MCICHHBIE JaHHBIE JIUTEPATYPhI TO3BOIS-
10T TOBOPHTD, YTO HE M3YUECHHBIMH SIBIISIFOTCS BIIUSHUS
MHKpPOAJIEMEHTOB Ha (DOPMHPOBAHUE CHCTEM H Opra-
HOB, YTO TECHO B3aMMOJEHCTBYET C MOJIEKYISIPHO-Te-
HETUYECKON cucteMoi opranusma. Ilpumepom TOro
CITy’)KUT 3aMETHO pa3IHYaloIeecsl paclpoCTpaHECHHUE
CKOJIO03a B PAa3NIMYHBIX PETHOHAX IUTaHEeTH [12].

B XMMHKO-TOKCHKOJIOTHYECKOM aHaJIN3€ PUMEHSET-
Cs1 METO/I MUHEPATIM3ALIMH TIPH UCCIIEJOBAaHUN OHOJIOTH-
YEeCcKOoro Marepuana (OpraHoB TPYIOB, OHOIOTHYECKHX
JKUJIKOCTEH, paCTeHHH, NMUIIEBBIX MPOXYKTOB U Ap.) Ha
HaJIMYUe TaK Ha3bIBAEMBIX «METAJUINYECKUX SITOBY.

BaxHeHmMM 1 «METAUTMYECKUMHU SIaMH » SIBIIS-
I0TCS COEIMHEHUs Oapus, BUCMYTa, KaJMUsI, MapraHia,
MeIH, PTyTH, CBHHIA, cepedpa, Tayulusl, Xpoma, IMH-
Ka ¥ COEJMHEHHS HEKOTOPHIX HEMETAaJUIOB (MBIIIbSKA,
CypbMBI). Pa mepeurcieHHbIX BBIIE XMMHUYECKUX dJIe-
MEHTOB, COCTUHEHHS KOTOPBIX SIBJISIOTCS TOKCHYHBIMH,
OKa3bIBaeT HEOIAronpusITHOE Bo3/ieiicTBIE Ha popMHpO-
BaHME OINOPHO-JBUTATEIBHON CHCTEMBbL. B HeOombImx
KOJIMYECTBAX COJAEPIKATCsl B TKAHSAX OpraHU3Ma Kak HOp-
MaJlbHasl UX COCTaBHas yacTh. B Buy He3HAUMTENBHBIX
KOJIMYCCTB OTUX XUMUUYCCKUX BJICMCHTOB, COACPIKAIINX-
Csl B OpraHu3Me, X Ha3bIBAIOT MUKpoOdJieMeHTamH [13].
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DTHONOTHYECKUMHU (DaKTOpaMu pa3BUTHS BPOXKICH-
HBIX AedopMmainuii MO3BOHOYHHKA MOTYT SIBISATHCS BO3-
JecTBHS HeOIaronpuATHBIX (aKTOPOB U TEPATOTCHOB
B TepHoa SMOPHUOHAIBHOTO Pa3BUTHS (BalbIIpOEBas
KHCJIOTa, aJKOTOJb, THUIEPTEPMHS, WHCYIUH-3aBHCHU-
MBI ArabeT y MaTtepH u 1p.). Takxke eCTh HacIeICTBEH-
HbIE (OPMBEI, 00YCIIOBICHHBIE HATMYNEM MyTallli B Te-
HaX, yYacTBYIOIIUX B 3aKJIaJKe U Pa3BUTHH ITO3BOHKOB
U JpYrUX KOCTEH.

Ha BocnipuMMYHMBOCTB K TEM HIIH HHBIM BO3ACHCTBH-
M OKpY)Xarmel cpenbl (XHMHYECKHM, (UINIECCKUM
n OuonormyeckuM (akropaMm, AESHCTBYIOIINM H3BHE
1 00OpasyronmMes B IpoIecce KU3HEACITETbHOCTH Op-
TaHW3Ma) BIMSET TEHOTHI 4YenoBeka. [lomumopdu3Mbl
U MyTalluy TeHOB U3MEHSIOT CTPYKTYpPY, PyHKIIMOHAIb-
HYIO aKTHBHOCTbH O€JIKOB, a TaK K€ BIMSIOT HA UX CHH-
TE€3 ¥ KOJIMYECTBO B KieTke. Oco0yIo poib B OpraHu3me
UrparoT 0enKku-hepMeHTHl JeTOKCUKALUH, KOTOPbIE OT-
BEYAIOT 32 METa0O0JIM3M M BBIBEJCHHE ONACHBIX COE/IHU-
HEHMH (KCEHOOMOTHKOB, €CTECTBEHHBIX METaOOJIHUTOB,
JIEKapCTBEHHBIX BEIECTB) M3 opraHusma. [lommmop-
(U3MBI TEHOB IETOKCUKAIIMN MOTYT ITPUBOJUTH K U3Me-
HEHHMIO aKTUBHOCTH (pepMEeHTOB (OIHOHYKJICOTHUIHEIE
noiaumop¢usmel, single nucleotide polymorphism —
SNP) unm ux KoiaudecTBa BIUIOTH JO MOJHOTO OTCYT-
cTBUS B KileTKe (HyneBble amienu, null-alleles). Cuen-
CTBHEM MOXET SIBUTHCSI YBEJIIMYEHUE PUCKA Pa3BUTHS
W TSKECTBIO MPOTEKAHUs IIUPOKOTO CHEKTpa 3adoie-
BaHM, TaKUX KaK ITHEBMOHHs, OpOHXHMaJbHas acTMa,
OHKOJIOTHUYECKHUE 3a00JIeBaHUs U APYTHX, a TaK XKe pas-
BUTHE OPraHOTOCKMYECKUX HapYLICHUH B YCJIOBHUSX
npodecCHOHaIBHON BPEIHOCTH, HANpPUMEpP TeMOTOK-
CHYHOCTH IIPH BO3ZCHCTBUM OcH30Ma y padouux [14].

IIpn BpoXIeHHBIX AedopMalUsAX ITO3BOHOUYHHKA
BIMSHHE MOJIMMOP(U3MOB TI'€HOB [ETOKCHKAIMH Ha
MIPEAPACIIONIOKECHHOCTh K JaHHBIM 3a00JCBaHUSAM HE
U3YUYCHO U SIBISIETCSI OOBEKTOM HCCIICAOBaHMA JaHHOU
paboTEHL.

ITpomecca meTOKCHMKAIMM MPOTEKAaeT B TpH (a3bl
TP YIACTHUU CIOKHOHN (pepMEHTAaTHBHON CHCTEMEI.

®azal oOycrnoBnuBaeT MPHCOSAWHEHHWE K KCEHO-
OmoTHMKaM TONSAPHBIX (QyHKIHOHANBHEIX Tpymm (-OH,
-SH, -NH3) ¢ npuganieM TOKCHYECKHM COCTUHEHISIM
TUAPOIIBHBIX CBOWCTB, KOTOPBIE O0JIETYar0T UX pac-
tBoperne. K depmentam I daszer 6morpanchopmanuu
oTHOCAT nuToXpombl P450 m Hekotopeie apyrue dep-
MEHTBHI KJIaCCOB OKCHJA3, peAyKTa3 M JerHaporeHas,
KOTOpPBIE yYacTBYIOT B PEAKIMAX OKHCICHHS M BOCCTa-
HOBJICHHS, @ TAKXX€ THAPOIN3a MOJIEKYJl KCEeHOOMOTHKA.

®azall — xoBaneHTHas KOHBIOTAlUs, BeELy-
mas K OOpa30BaHUIO TPAHCIOPTHBIX (OPM KCEHO-
OMOTMKOB M CHOCOOCTBYIOIIAss WX BBIBEJCHHIO M3

opranmzma. Croga OTHOCSTCS (EPMEHTHI KOHBIO-
ranuu: niyratioH S-tpancdepassl  (GST), YID-
rmrokypoHosmwitpancdepassl  (UDPGT), N-amermn-

(NAT) u cynbdo-(ST)-Tpancdepasbl, 3MOKCH] THIPO-
nas3sl (EPHX), meTunrpancdeppasst u ap.

®asza Il Ouorpanchopmanuun — dasza sBakyanuu
[PH TIOMOIIHU CHEU(PUISCKAX TEPEHOCUUKOB IK30TeH-

HBIX COEIMHEHMH — P-INIMKONPOTENHOB NPOUCXOIUT
nepeMeleHrne KCEHOOMOTHKOB B OpraHu3Me.

B nHactosmiee Bpems uzpectHo 6osee 300 reHoB, OT-
BETCTBEHHBIX 32 OHOTpaHC(HOPMAIHIO KCEHOOMOTHUKOB.
MBI cocpemoToumIn CBO€ BHUMAaHHE Ha 3 XOpLIO H3-
yuenHbIx reHax (GSTM1, GSTT1, GSTP1), pons xoTo-
PBIX JOKa3aHa B Pa3BUTHH Psizia APYTHX 3a001IeBaHUI.

KitoueBsiMu  pepmeHTaMH BTOpOH (a3bl JETOK-
CHKallu| ABIsieTCs rryTatnoH S TpaHcdepassl (GST),
KOTOPBIE TIPUCOEANHSIOT IIyTaTHOH K Pa3IHIHBIM aJlu-
(haTHIeCKUM, apOMAaTHYECKUM M TeTEePOLHKINIECKIM
COCIMHEHUSIM C 00pa3oBaHHWEM THO3(HPOB W MepKarl-
TYpOBOH KHCHOTBHI. OTH ()epMEHTHI 00E3BPEKHUBAIOT
MIPOXYKTHI MEPEKNCHOTO OKUCIICHHS JUINAO0B, CBOOOI-
HBIE paJUKaJbl, TSKEIble METaUIbl M I[UTOCTATHKH.
YV yenoBeka BBHIJIENSAIOT HECKOJIBKO KIIACCOB TITyTaTHOH-
S-tpancdepas: alpha (A), kappa (K), mu (M), omega
(0), pi (P), theta (T) u zeta (Z).

I'en GSTMI1 xoaupyeT aMUHOKHCIOTHYI IO-
CIIeZIOBaTeNbHOCTh  (hepMeHTa TeTa-1  IIyTaTHoH
S-tpancdepassl, KoTopask Y4yBCTBYET B MHAKTHBALMH
ANMEKTPOPHUIBHBIX OPraHUYEeCKHX BEIIECTB, BKIIOYAs
KaHIIEpOTeHbI, JIEKAPCTBEHHBIE Ipenaparbl, TOKCHHBI
W TPOIYKTHl OKCHJATHBHOTO CTpEcca, IIyTeM KOHBIO-
raiuy ¢ nrytaTioHoM. HamGonbiias sxcnpeccust reHa
GSTM1 nabOmomaeTcss B MEYEHH, MOYKAX, HAIIOYECU-
HUKax M xenyake. [Ipu peneunu (OTCYTCTBUM) reHa
GSTMI1, Tak Ha3bIBACMOM «HYJICBOM» BapuaHTe, dhep-
MeHT TeTa-1 TryTatnoH S-tpancdepasa He oOpasyeTcs,
B pe3yJbTaTe 4ero CrocoOHOCTh OpraHU3Ma BHIBOIUTH
HEKOTOPbIE TOKCHYHbIE COCMHEHUS 3HAUNTEIbHO CHU-
kaercsi. Hamuune HyneBOro ajiens B TOMO3HTOTHOM
COCTOSIHUM OBUIO CBSI3aHO C YBEJIMYCHHEM PHCKa pas-
BUTHSI OHKOJIOTHYECKHX, BEPOSITHO, U3-32 IIOBBIIICHHOM
BOCIIPHMMYHBOCTH K TOKCHHAM U KaHIIEPOT€HaM.

I'en GSTT1 xomupyer ¢epmeHT TeTa-1 DIyTaTHoH
S-tpancdepassl, KOTOPBI CONEPKUTCS B IPUTPOLUTAX
U y4acTBYET B OYHMCTKE OpraHM3Ma OT MHOTHUX KCEHOOH-
OTHKOB (B YaCTHOCTH, XJIOPMETAHOB U JIPYyTUX ITPOMBIIII-
JICHHBIX KaHIeporeHoB). [Ipu «HyneBom» BapHaHTe, T.€.
OTCYTCTBUH OeIlka CIIOCOOHOCTH OpraHW3Ma M30aBIISATH-
Csl OT pAda BPEAHBIX COCAWHEHUI 3HAUYMTENHHO CHIDKA-
erca. OTO NPUBOAWT K IOBBIMICHWIO PUCKA PAa3BUTHA
pa3nuUHBIX (OPM paka, a TAKXKe HIIEMUIECKOH Ooe3Hn
cepana. Bo Bcex ciydasx puck pa3BUTHA 3a00JeBaHUH
MHOTOKpAaTHO YBEJIMYMBAETCS NPH KypeHHH, a TaKkKe
BO3JICHCTBUN HEKOTOPHIX XMMHUUECKUX KaHIIEPOTE€HOB.

I'en GSTP1 xomupyer ¢epmeHT nu-1 royTaTnoH
S-tpancdepasy, KoTopas COAECPKUTCS B APUTPOLUTAX
M ydacTByeT B MeTaboinu3Me KCEHOOMOTHKOB HOCpen-
CTBOM IPHUCOEIMHEHUS IIIyTaTuoHa K cyocrparam. On-
HOHYKJICOTUAHBIE ToNMUMOopu3MbI 151695 (c. 313 A>G,
p.lle105Val) u rs1138272 (c.341C>T, p.Alall4Val)
NPUBOIAT K 3aMEHaM aMHHOKHUCIIOT M CHIDKEHHIO aK-
TUBHOCTH (DepMEHTa, YTO B CBOIO OUEPEAb MOXKET CIIO-
coOCTBOBaTh HAaKOIJICHHUIO B OPraHU3Me TOKCHYHBIX Be-
mects. [15].

HacnencrBeHHble (QOPMBI ITOPOKOB Pa3BUTHUS I10-
3BOHOYHHKA O0YCIIOBJIEHBI MYTallUSIMU T€HOB, KOTOPbIE
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YYyBCTBYIOT B 3aKJIaJKe U (POPMHUPOBAHHH MO3BOHKOB.
B ocHOBE CErMEHTHOI CTPYKTYpPBI IIO3BOHOYHOTO CTOJI-
6a nmexuT oOpazoBaHHE COMHTOB — CTPYKTYp JSIIHTE-
JIUATBHBIX OJIOKOB, PACTIOJIOKEHHBIX MO 00€ CTOPOHBI
SMOPHOHATIFHOW CpeaHEeH TUHIH, KOTOPhIe 00pa3yroTCs
B PE3yJbTaTe CErMEHTANNHU IPECOMUTHON ME30EPMBI.

DopMUpOBaHHE COMHUTOB PETYIHPYETCS MOJIEKY-
JSIPHBIM OCIIMJUIATOPOM, YacaMH CETMEHTALWHU. DTOT
4acoBOW MEXaHM3M OCHOBAaH Ha BKIIOYCHHHU (IKCIpec-
CHHU) TEHOB, KOTOpHIE pa0OTAlOT B TEUEHHE TOYHOTO
Nepuoaa, pPaBHOTO BPEMEHH, KOTOpoe Tpedyercs i
0o0pa3oBaHMs OZHONW COMHTHOH mapbl. MHOTHE TCHHI,
ceszannble ¢ Notch, Fgf u Wnt mytsmu: LENG, HES7,
DLL3 u Mesp2 HeoOxomuMbl aist GOpMHPOBAHUS CO-
MaTH4eCKOW I'PaHMIIbI.

I'en MESP2 (mesoderm posterior 2 homolog) xo-
JUpyeT OeoK, KOTOPBIH y4acTBYyeT B CETMEHTAIMH CO-
MUTOB (OTIEJICHIH ITO3BOHKOB U pedep ApYT OT JIpyTa).
OTOT OEJIOK CBSI3BIBACTCS C ONPEAEICHHBIMU 00IaCTIMH
JHK n Bxiroyaer reHsl curHansHoro mytu Notch, ko-
TOPBIN UTPAET PEIIAIONIYIO POJIb B Pa3BUTHH IO3BOHKOB
(B 4acTHOCTH B OTAEJECHUU OyAyIIMX ITO3BOHKOB JIPYT
OT JIpyra — CEerMeHTallu COMHUTOB).

Notch-curaanbHblil yTh MpeACTaBIseT co00i 3BO-
JIOIIMOHHO KOHCEPBATHBHBI MEXaHHM3M B3aUMOJICH-
CTBHSI MEXIY KJIETKAaMH, Y4acTBYIOIIHK B (hOPMHUPOBaA-
HUH TPaHUI U COMUTHOM CErMEHTalluH y TIO3BOHOYHBIX.
COMHTBI CTaHyT MO3BOHOYHHUKOM, peOpaMu U IEPMOH.

DLL3 sBnsercs reHom DSL-cemeiicTBa nuraHmos
Notch-curnanunra. [Tpoaykr resa DLL3 sBisercs oa-
HUM U3 JuranoB Notch-cUrHaabHOTO MyTH.

B mpomecce  comurorenesa  koijeOareibHas
(oscillatory) skcnipeccust rena HES7 perynupyet nepuo-
JUUYECKYI0 CETMEHTAIIUIO IIPECOMAaTHIECKON ME30IepMBI

I'en LFNG (LUNATIC FRINGE) xomupyer d¢y-
Ko3o-creruuaeckyo f-1,3-N-ametun mIoko3aMu-
HUITpaHcdepasy, Kotopas wmoxuduuupyer Notch-
peuenTopsl M HU3MEHAET CHUTHAIBHYIO aKTHBHOCTD
Notch-mytn. IlpeamomaraeTcsi, 9T0O aKTHBHOCTH T'€HA
LFNG 3aBucut ot ¢pynkunn reaa DLL3.

I'er MESP2 ortHocutcst k cemeiictBy helix-loop-
helix (bHLH) G6enkoB perymsiTopoB TPaHCKPHIILIUH.
BxutrodaeT reHsl curaansHOro myTH Notch.

Myranuu B rene MESP2 nmpuBozasT k 00pa3oBaHHiO
He(DyHKITMOHATRHOTO OenKka, mpu 3ToM Oexok NOTCHI
0CTaeTCs! BHICOKOAKTUBHBIM, a TPaHUIIA, PA3AeIIAIoNIas
Oyxaymine MO3BOHKH JPYT OT Apyra, He o0pasyercs. OTo
MIPHUBOJNUT K MaJb(GOpMaIMX U CIUSHHUIO KOCTEH T03BO-
HOYHHKa U pebep, HaOMogaeMpIX P CHOHAMIOTOPO-
KaJbHOM JIH30CTO3E.

I'er CHST3 (carbohydrate sulfotransferase 3) xomu-
pyet pepmenT 6-O-cynabdoTpaHcdepaza XOHIPOUTHHA
1 (C6ST-1), xoTOpHIi NEPEHOCUT Cyab(ar Ha XOHIIPO-
UTHH. MyTanun B TeHe YMEHBLIAIOT WM BBIKIIOYAIOT
aktuBHOCT COST-1, mpenorBpamnas nepeHoc Cyib-
¢darHpIX rpynn u o0pa3oBaHHE XOHAPOUTHHCYNIb(]aTa.
JedexTHoe cynbdaTrpoBaHue dTUX MOJIEKYJ Hapylla-
€T HOpPMaJbHOE DPa3BUTHE Xpsllla U KOCTH, 4YTO IpH-
BOJHUT K KOPOTKOMY pOCTY, BBIBMXaM CyCTaBOB M JIpY-

UM OCOOEHHOCTSIM CKEJETHOM IMCIUIAa3MH, CBI3aHHOM
¢ CHST3 [16].

berok RUNX2 ¢dopmupyer koMmIuiekc ¢ core-
binding factor B (CBFp), xoTopsIii perymupyer 3Kc-
MPECCHIO KoJuTareHa 1, OCTEeOMOHTHHA, CHAJIONPOTEHHA
n ocreokanpuuHa U 1p. RUNX2 perymupyer audde-
PEHITMPOBKY ME3EHXHUMAIBHBIX KIETOK-TPEAIIeCTBEH-
HUKOB B OCTE00NacThl, Au(PepeHIUPOBKY oCcTeobma-
CTOB M CO3PEBAHHE XOHIPOIUTOB; BIMSICT HA YHIOXOH-
JIpallbHYI0 ¥ BHYTPIMEMOPAHHYIO OCCUPHUKAIHIO.

Oxono 90 pazmmunbix MyTammii B reHe RUNX2
(OT TOYEUHBIX 7O ACNEIUU BCETO T'eHa) OBUIO OMMHUCAHO
MIPH KIIFOYHYHO-YEPEITHOM TU30CTO3E.

HckpuBieHne Mo3BOHOYHIKA MOXKET (hOPMUPOBATh-
cs Ha (POHE aHOMAITUHU TTO3BOHKOB U MPOSBIATHCS B TIPO-
mecce pocta M pa3BHTUs peOcHKa Ha (OHE aHATOMU-
YeCKH HOPMAaJbHOTO CTPOEHHS MocieqHHX. B mepBom
BapHaHTE BBIABISICMBIC B IOCTHATANILHOM IIEPUOIC
nedhopMaIuu SBISIOTCS BPOXKIACHHBIMH, BO BTOPOM —
UIVOMATHYCCKIMH.

ITokazaHus K ONMEPATUBHOMY BMEIIATECIBECTBY Clic-
JyeT paccMaTpUBaTh B AaCIEKTE BBIPAKCHHOCTU YiKe
umeronleiics nedopmManuy U NEPCHeKTHB ee JalbHei-
IIEro MPOrpecCUPOBAHUSI.

CymiecTByeT psJ NPU3HAKOB, 110 KOTOPBIM OIIpe/e-
JISIIOT CTENEHb 3JI0KaY€CTBEHHOCTH TEUEHHS BPOXK/ICH-
HBIX Je(OopMalyii IO3BOHOYHHUKA. AHOMAJIMU TPYJHOTO
otzaena, 00bIYHO, IPOTrPECCUPYIOT Yallle, YeM aHOMAaJIUH
MNOACHUYHOTIO. HpI/ICyTCTBI/Ie HECKOJIBKUX aHOMAaJIbHbBIX
MO3BOHKOB Ha OJIHOI CTOpOHE TOXeE SIBJISIETCSl HeOnaro-
MPUATHBIM Mpu3HakoM. [TocKonbKy OBICTPBINA POCT Ha-
OnrofaeTcs y AeTel 0 S5 JIeT U B MOAPOCTKOBOM BO3-
pacre, cieayeT B 3TH IEepUOAbl 00paTUTh HauboJblee
BHUMaHHUe Ha pebenka. [Ipu momo3peHun Ha BpOXKICH-
HYIO [TaTOJIOTHIO HEOOXOANMO BEITIOJTHHUTH CTAHIAPTHEIC
pPEHTreHOTrpaMMbl TIO3BOHOYHUKA B OOKOBOW M TIPSIMOM
MPOSKIHAX, a TAaKXKE HFCIIOIF30BaTh BO3ZMOXXHOCTH MO-
JEKYISIPHO-TEHETHYECKOTO necienoBanust [17].

VY 23 mpooneprupOBaHHBIX IETeH MPHU MPOBEACHUH
TEHETHYECKOTO HMCCIICIOBAaHUS OBIIO BBISIBICHO OTCYT-
CTBHE TeHa JeTokcuKanuu B 20 ciydasx, 9TO COBIIaja-
JI0O C W3MEHEHUSMH OMOXMMHYECKOTO COCTaBa KpPOBH
MHUHHUMAIIBHO B IByX pe(epeHCHBIX 3HAYCHIIX dIIEMEH-
ToB. [IpoBOAsI KIMHWYECKHE COIMOCTABICHHUS TCHETHU-
YECKHX U OMOXMMHYCCKHX MapKepOB OTECPHUPOBAHHBIX
W HE ONEPHPOBAHHBIX MMAIMEHTOB MOXKHO CHIEJaTh BEI-
BOJIl O TOM, YTO NP HAJMYHUU B KAXKJIOM W3 MPOBEICH-
HBIX OMOXUMIYECKIX HCCIICAOBAHUI XOTS OBI IBYX 3Ha-
YEHUH, HaXOMAIINXCS Ha TPaHHIle JTHOO0 3a TpeaeiaMu
pedepeHCHBIX, a IpU MPOBEIEHIH TeHETHIECKOTO HC-
CJICIOBaHUS HAJMYHNE «MYTAHTHBIX» aJlIelei B OMHOM
W3 TCHOB JICTOKCHKAIIMH B 3THX K€ CIydasx, JTU00 UX
MIOJTHOE OTCYTCTBHE MBI MOXKEM PACLEHUTh TEUCHUE 3a-
OoseBaHMsI, KaK arpecCHUBHOE, TpeOyrolee XUpypruye-
CKOTo JiedeHus. Bonpoc o HeoOX0MMOCTH MTPOBEICHUH
OIIEepaTUBHOTO JIeueHHsI HEOOXOAUMO CTaBUTh C YUETOM
KIMHUYECKUX NaHHBIX. [Ipy Haau4uu MyTanuil TeHOB,
OTBEYAIONIUX 334 TEMIIBI POCTA U CTPYKTYPY MO3BOHKOB
M MEXKII03BOHKOBBIX TUCKOB — reHoB RUNX2, CHST3,
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DLL3, MESP2, LFNG, HES7, HOXA11l, HOXD13 or-
HOILIEHHUE K IOKA3aHUAM SKCTPEHHOU Ollepaluu TaKOMY
MAaIMEHTY AOJDKHO OBITh MAaKCHMAJIbHO OCTOPOXKHBIM,
TaK KakK BbIIICTIEPEUHCICHHBIE T€Hbl OTBEYAIOT 3a pas-
BUTHE COCAMHUTEIBHON TKAaHHU, YTO MOXKET MOBJICYb 3a
co0oif Hanmmune APYTOoW BPOKIEHHOW MATOJIOTHH, HE
JIEMOHCTPAaTUBHOM, OAHAKO PE3KO MOBBIIIAIOLIEH OIle-
PalMOHHBIE PHUCKH.

3akiio4enne.

N3yuus mpobieMy B LIEJIOM, CUHUTAEM €€ aKTyallb-
HOW U CBOEBPEMEHHOM, TaK Kak BIIEpBBIC B PecmyOnu-
ku benapyck n3ydeHbl OMOXMMHYECKHE M MOJICKYJISIp-
HO-TEHETHYECKHE IOKa3aTeNu ¢ Y4eTOM KIMHHYIECKOH
KapTUHBl TIPH BPOXKICHHOW aedopmanny MMO3BOHOU-
HUKa. YHUKQJIBHOCTH ITPOTPaMMbI COCTOUT B TOM, UTO
XUPYPrU4eCKUE TEXHOJIOTHH JIEUEHHS AETEH C TshKe-

JIBIMHU BpO)KJleHHBIMI/I }Ie(i)OpMaI_H/ISIMI/I IIO3BOHOYHHKA
OyayT IJIAHUPOBATHCS C MCIOJIL30BAHHEM TEXHOJIOTHI
3D-npoTOTHIMPOBAHUS C YYETOM aHAJKM3a PE3yJIbTaTOB
MOJICKYJISIPHO-TEHETHUECKOTO M OMOXUMHUYECKOTO HC-
ClIeZIOBaHMs, a TAK)KE METOJOB JY4eBOH IHAarHOCTHKH.
OCHOBHBIMH MOJIEKYJISIPHO-TEHETUIECKUMH MapKepa-
MU OPU BPOXKJICHHO# nedopmanuy mo3BOHOYHHUKA CTa-
T TOJIMMOP(QHU3MBI TEHOB JETOKCHKAILIUH, & TAKXKE HX
CBAI3b C OMOXMMUYECKHUMH MOKA3aTeNIIMU KPOBH, a TakK-
JKe TSDKENBIMH METaJUlaMU B OHOJIOTHYECKHX cyOcTpa-
taxXx. TouHocTh MeToga cocrtaBisieT 86,9%. OH Moxker
OBITh MCIOJB30BaH MPU PEUICHUH BOMPOCa O BhIOOpE
METO/Ia JICUCHHUS MPH BPOXKACHHBIX aehopManusix mo-
3BOHOYHHKA.

KondaukTt uatepecoB. Aémopvl 3as81110m 06 om-
Cymcmeuy KOH@OIUKmMma uHmepecos.

CHucoK MCIO0Jb30BAHHBIX HCTOYHHKOB

1. Buccapuonos, C.B. Uccnenosanne nommopgusmos reno COL1A1
u BDR y nereii co ckonnosom / C. B. Buccapuonos, B. 1. Jlapuonosa,
W.B. Kazaps, A. H. ®ununmnosa, M.M. koctuk, A.H. Boiirouy,
E.B. Poruesa // Oproneausi, TpaBMaTONOTUsl © BOCCTAHOBUTEIIbHAS
xupyprus aerckoro ospacra.— 2017.— T.V.— Bpin.1.—C. 5-12.

2. TecakoB . K. I3MeHeHHs B IUIACTHYECKOM aHATOMUH TYJIOBHILA
y NALUEHTOB C TSHKEIBIMU IPOrPECCUPYIONINMH CKOTHOTHYECKUMHU
nedopmanmsimu mo3Bonounuka / J1. K. Tecakos, J1. 1. Tecaxosa //
Xupyprus nozsoHouHuka — 2008, Ne 4.— C. 13-19.

3. Cotrel, Y. Traction in the treatment of vertebral deformity. //J. Bone
Jt. Surg.— 1975.— Ne 57B.— P. 260-266.

4. Tonnpipes, A. 0. AHanu3 KIMHUKO-PEHTTEHOJIOTMYECKUX PU3HAKOB
CKOMHO3a y AeTeil (andepeHnnanpHas AMarHoCTHKA IPOTHO3UPO-
BaHue Teyenust): Jucc..kaua.men.Hayk.— Tyima, 2004.-C.138.

5. Kaspmun A.U. Tlatorenetnueckoe 000CHOBaHHE ISl PAHHETO MPO-
(unakTrdeckoro jedeHus ckoano3os / A. V. Kazemun / Marepu-
ansl I ceesna TpaBmarosoroB-opromnenos benopyccun.— MuHCk,
1972.—C. 264-270.

6. Kopx H.A. CoBpeMeHHbIE TEXHOIOTHH KOHCEPBATUBHOTO U XH-
pyprudeckoro nedenus ckonuosa / H. A. Kopx, A. A. Mesenues //
3nopoB’s Ykpaiau.— 2011.— Ne 7.—C.54-55.

7. Ky3uenos C.B. I'enetndeckue MapKeps! HUOIATHIECKOTO U BPOK-
JIEHHOTO CKOJIMO30B M IarHO3 IIPePacIIONOXeHHOCTH K 3a001eBa-
HUKO: 0030p auteparypel / C.B. Ky3neuos, M. B. MuxaitioBckuii,
M. A. Cagnosoii, A.B. Kopens, E. B. MamonoBa // Xupyprust mo-
3BoHOUHMKAa.—2015.— T. 12, Ne 1.—C. 27-35.

8.  Gregor, M. C. Common polymorphisms in human lysyl oxidase genes
are not associated with the adolescent idiopathic sco-liosis phenotype
/ M. C. Gurnett, C. Ao Dobbs, et al. // BMC Med Genet.— 2011.-
Vol. 12, Ne 2,—P. 1186-1191.

9. Miller N.H. Linkage analysis of genetic loci for kyphoscoliosis on
chromosomes 5p13, 13q13.3, and 13q32./ N.H. Miller, B.C., C.M. Jus-
tice, et al. // Am J Med Genet A,— 2006.— Ne 1 —P. 1059-1068.

10. MapykoBuu, E. . DMUCCHOHHBIH CHEKTpalbHBIA aHATH3 /
E.N. Mapyxkosuu, A.I. Henoxoiunnkuit.— MuHck: benapyckas
HaByka, 2013.— 307 c.

11. Yerpunues, C. H. AToMmH0-abcopOuUnOHHBIH aHanu3 /
C. H. YerpunueB.— Tomck: 131-B0 TOMCKOTO MOJIUTEXHUUECKOTO
yHuBepcurera, 2014.— 44 c.

12. Risser J. C. The iliac apophysis: an invaluable sing in the manag-
ment of scoliosis / J. C. Risser // J Orthop Res.— 1988.— Ne 11.—
P. 181-188.

13. beiizens, H. ®@. ATroMHO-a0copOLMOHHAs ClIEKTpOMETpust: Y4yeOHoe
noco6ue / H. @. beiizens.— HoBocubupck: HoBocub. roc. yH-T,
2008.— 72 c.

14. Qynuna M.T. Mcnonb3oBaHue COBPEMEHHBIX TOCTHIKEHUI MOJIe-
KYJSIPHOW T€HETUKHU B opToneanyeckoi npaktuke / M. T. dynuH,
M.B. Acees, O.JI. benoHor / OnTUMHU3UPOBAaHHBIE TEXHOIOTUU
WINATHOCTHKH U JICYCHHUS B IETCKOU TPaBMATOJIOTHU H OPTOIIe-
iy, OMUOKA U OCIOKHEHHUS: MaTepHaIbl CHMIO3HYMa A€TCKUX
TPaBMATOJIOrOB H OpTONeN0B. OMIMOKY U OCIOKHEHHUS: MaTePHAIbI
CHMIIO3HyMa JeTCKUX TPaBMaToIoros-opronenos Poccun.— Boin-
rorpaz, 2003.— C. 194-196.

15. Xanpaunxwii, C. E. MomteKynsipHO-reHeTUIeCKUH aHaIn3 U BEI-
SIBJIGHHE TIPOTPECUPYIOIIETO TEUCHUS BPOXKACHHONU JieopMaruu
II03BOHOYHUKA Yy JeTel paHHero Bo3pacra (IpeABapHTeIbHbIC
pesynbrarel) / C. E. Xanpuunkwuii, M. B. Corosix, C. B. Buccapu-
oHoB, A.T. bananypomsuny, J{. H. Koxymmn, A. H. @wmmnmnosa
// MexIyHapOIHBIH KypHAT MPUKIATHBIX U (yHIOMEHTAIBHBIX
uccnenoBanuid.-2017.— Ne 12.— C. 292-296.

16. Buccapuonos, C. B. ITonruMopdu3M reHoB KOCTHOrO MeTabo-
JU3Ma M OCTeOreHe3a y aereil ¢ neopManusiMu O3BOHOYHH-
xa / C.B. Buccapuonos, /I. H. Koxymun, A. H. ®winnmnosa,
M. M. Koctuk, B. 1. JlapuoHoBa // MexIyHapOAHBIH XKypHAI
HPHUKIATHBIX U QyHOMEHTaIBHBIX UCCIIeN0BaHUi1.-2017. —
Ne 4.— C. 342-345.

32 RUSSIAN NEUROSURGICAL JOURNAL named after professor A.L. Polenov



I'epacumenko M. A. ¢ coaBT.

Tom XI, Ne2, 2019

References

Vissarionov S.V., Larionova V.1., Kazaryan 1. V., Filippova A.N.,
Dope M. M., Voitovich A.N., Rottcheva E. V. Issledobanie polimor-
fizmov genov COL1A1 u BDR u detey so skoliozom [Investigation
of polymorphisms of COL1A1 and BDR genes in children with
scoliosis.] Orthopedics, traumatology and reconstructive surgery
of childhood, Issue 1, T.V., 2017, p.p 5-12.

Tesakov D.K., Tesakova D.D. Izmeneniy v placticheskoy anatomii
tulovishcha u pacientov s tygelymi progressiruushchimi deformaciymi
pozvonochnika [Changes in the plastic anatomy of the trunk in
patients with severe progressive scoliotic deformities of the spine].
Surgery of the spine, 2008, no 4, pp.13-19.

Cotrel Y. Traction in the treatment of vertebral deformity [Traction
in the treatment of vertebral deformity]. J. Bone Jt. Surg.,1975, no
57B, p. 260-266.

Goldyrev A. Yu. Analiz kliniko-rentgenologicheskix priznakov
skolioza u detey (diferencialnaia diagnostika, prognozirovanie
techenia) [Analysis of clinical and radiological signs of scoliosis
in children differential diagnosis of flow forecasting. diss]. Tula,
2004.138 p.

Kazmin A. 1. Pathogeneticheskoe obosnovanie dla rannego pro-
filakticheskogo lechenya skoliozov [Prophylactic justification
for early prophylactic treatment of scoliosis]. Proceedings of the
II Congress of Traumatologists-Orthopedists of Belarus, Minsk,
1972, 264-270 p.

Korzh N.A., Mezentsev A.A. Sovremennye tehnologii konserva-
tivnogo I hirurgicheskogo lechenya skolioza [Modern technologies of
conservative and surgical treatment of scoliosis]. Zdorovya Ukrainy,
2011, no 7, pp. 54-55.

Kuznetsov S. V., Mikhailovsky M. V., Sadovoy M. A., Ko-
rel A. V., Mamonova E. V. Geneticheskie markery idiopatich-
eskogo 1 vrogdennogo skolioza I diagnoz predraspologennosti
k zabolevaniy: obzor literatury [Genetic markers of idiopathic
and congenital scoliosis and diagnosis of predisposition to the
disease: a review of literature]. Surgery of the spine, 2.12, T.12,
no.l, pp. 27-35.

Gregor M. C., Dobbs C.A., Gurnett M. C. Common polymorphisms
in human lysyl oxidase genes are not associated with the adolescent
idiopathic scoliosis phenotype [Common polymorphisms in human
lysyl oxidase genes are not associated with the adolescent idiopathic
scoliosis phenotype]. BMC Med Genet., 2011, Vol. 12, no 2, pp.
1186-1191.

9.

10.

11.

12.

14.

Miller N.H., Mims B., Child A. Genetic analysis of structural elastic
fiber and collagen genes in familial adolescent idiopathic scoliosis
[Genetic analysis of structural elastic fiber and collagen genes in
familial adolescent idiopathic scoliosis]. J Orthop Res., 1996, no
14, p. 994-999.

Marukovich E.I., Nepokoychitsky A. G. Emissionny spectralny
analys [Emission spectral analysis]. Minsk, Belaruskaya Navuka,
2013, 307 p.

Chegintsev S.N. Atomno-absorptionny Analysis [Atomic Absorption
Analysis]. Tomsk, Publishing house of Tomsk Polytechnic University,
2014, 44 p.

Risser J. C. The iliac apophysis: an invaluable sing in the managment
of scoliosis [The iliac apophysis: an invaluable sing in the manag-
ment of scoliosis]. Clin. Orthop.,1988, nol1, p. 181-188.

. Beisel. N.F. Atomno-absorbcionnaia spectrometria [Atomic-emission

spectrometry]. Novosibirsk, Novosib. state. University, 2008.— 72 p.
Dudin M. G., Aseev M. V., Belonog O. L. Ispolzovanie sovremennih
dostigeniy mollekularnoy genetiki v ortopedicheskoy praktike [Use of
modern achievements of molecular genetics in orthopedic practice].
Optimizirovannie tehnologii diagnostiki i lechenia v detskoy trav-
matologii i ortopedii. Oshibki I oslogneniya: materialy simpoziuma
detskih travmatologov Rossii. [Optimized technologies of diagnostics
and treatment in children’s traumatology and orthopedics. Errors and
complications: materials of the symposium of children’s traumatolo-
gists and orthopedists. Errors and complications: materials of the
symposium of children’s traumatologists-orthopedists of Russia].
Volgograd, 2003, pp.194-196.

15. Khalchitskiy S. E., Sogoyan M. V., Vissarionov S. V., Baindurash-

16.

vili A. G., Kokushin D.N., Filippova A.N. Molekylarno-genetichesky
analiz I vyevlenie progressiruyshchego techeniya vrogdennoy defor-
macii pozvonochnika u detey rannego vozrasta [Molecular genetik
analisis and identifikation of criteria for the progressive course of
congenital spinal deformity in children of early age (preliminary
results)]. International Journal of Applied and Fundamental Re-
search.-2017.— Ne 12.—P. 292-296

Vissarionov S.V, Kokushin D.N., Filippova A.N., Kostik M. M.,
Larionova V.1. Polimorfizm genov kostnogo metabolisma i osteo-
geneza y detey s deformaciiamy pozvonochnika [Polimorphizm of
genes of bone metabolism and osteogenezis in children with spinal
deformities] International Journal of Applied and Fundamental
Research.-2017.— Ne 4.—P. 342-345.

POCCHUNCKHAMN HEMPOXUPYPTUUYECKHUM KYPHAJ umenn npodeccopa A.JI. Ioaenosa

33



