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Ornicansl BO3paCTHBIC 0COOEHHOCTH TIOSICHUYHO-KPECTHOBOI'0 OTACIa ITO3BOHOYHUKA Y 46 OOIBHBIX axom[ponnasnefz’[ B

Bo3pacte ot 4-x 110 16 net. IIpoBenen ananu3 196 peHTreHorpaMM IO3BOHOYHUKA.
KiroueBble cioBa: axOHAPOIUIa3Hsl, PEHTTEHOJIOTHS, HO3BOHOYHUK.

Age distinctions of the lumbosacral spine are described in 46 patients with achondroplasia at the age of 4-16 years. The

analysis of 196 x-rays of the spine is made.
Keywords: achondroplasia, roentgenology, spine.

AXOHIIpOIUTa3Hs SBISIETCS] BPOXKACHHBIM 3a0071e-
BaHHEM CKelleTa, OOYCIIOBJICHHBIM IIOPOKOM pa3BH-
THS XPSILIEBON TKaHHU B IIPOLIECCE OHTOT€HE3a.

ITo mamuemM L.M. Thompson et. al (1997) axon-
JPOTUIA3NIO BBI3BIBAET MYTAllMs T'eHa perenTopa
TpeTbero ¢akTopa pocra GpuOPOOIACTOB HA YETBEP-
TOH mape 4e0BEeYEeCKOH XpOMOCOMBI. Y CTAHOBIIEHO
TaKKe, 4TO JaHHBII T'€H KOHTPOJHMPYET MPOH3BOJI-
CTBO IPOTEHMHA, KOTOPBIH PACIIONIOKEH Ha MOBEPX-
HOCTH KJIETOK Pa3JIMYHbIX THIOB TKAaHEH, BKIIOYAs
XpSILLEBYIO M KOCTHYIO [2].

[loka He M3BECTEH TOYHBINH MeXaHM3M (popmupo-
BaHUsI OCHOBHOTO KOMIUIEKCA aXOHPOIUIa3nH, KOTO-
pblii BKIIOYaeT B ce0si MHOTHME IaTOJOTMYECKHe
M3MEHEHHS! CO CTOPOHBI OIOPHO-/IBUTATEILHOTO
anmapara 1 JIpyrux OpraHoB: JUCHPONOPIHIO MEXIY
JUIMHOHM TYJIOBHIIA M KOHEYHOCTEH, BBIPAKEHHYIO

Makporehaanio ¢ npeodiaagaHueM MO3TOBOM 4acTH
yepena, Je)OopMannio BEpXHUX U HIDKHUX KOHEYHO-
CTei, KOTOpble B OOJBIIMHCTBE CITy4aeB COIPOBOX-
JIAal0TCSl OTPAaHMYCHUEM PA3THOAHUSI B JIOKTEBBIX U
Ta300€eIpEHHBIX CYCTaBaX.

B ocHOBHBIX paboTax, MOCBSAIICHHBIX PEHTTe-
HOJIOTHYECKOH CEMHOTHKe axoHaporuiasuu [1],
OTMEUAEeTCsl, YTO TMO3BOHOYHHUK CTpaJacT MEHbIIE
BCETO, O/IHAKO HAIlM KIMHUYECKHE M PEHTICHOJIO-
TMYecKHe HaOIIOJCHUs TOKA3bIBAIOT, YTO BCE Mallu-
€HTHI C axXOH/POIUIa3ueil NMEIOT HapyIICHHEe OCaH-
K1, BBIpaXKalolleecs B yBEINYEHHUHU JIOPI03a IOsIC-
HUYHO-KPECTI[OBOI0 OTAEa M03BOHOYHUKA, APYTHe
U3MEHEHUsl MO3BOHOYHMKA, KOTOpBIE KacaroTcs
(OpMBI, KOHTYPOB, CTPYKTYpHI M pPa3MEpOB IIO-
3BOHKOB, B3aUMOOTHOILIEHUH MEXAy pa3lInYHbIMU
OTJeNIaMH TO3BOHOYHHKA.

MATEPUAJI U METO/1bI

Y 46 OonpHBIX axOHIpOIIa3ueil B BO3pacTe
oT 4 no 16 neT u3ydyeHbl PEHTIEHOJOTHYECKUE
0COOCHHOCTH TOSCHHYHO-KPECTIIOBOTO OTHea
MO3BOHOYHUKA. bBBUIM UCCIEIOBaHBl  (Qopma,

pasMepbl, KOHTYPbI ITO3BOHKOB, UX B3aMMOOTHO-
HmIeHHWs, BCJINYMHA NOACHUYHO-KPECTHOBOI'O yTija
" paCCTOSAHUC MEKAY KOPHAMU AYT MOACHHUYHBIX
IIO3BOHKOB.

PE3VIJIBTATBI U UX OBCYXIEHUE

Y GONBHBIX aXOHIPOIUIA3UCH PAHBIIE, YeM B HOP-
Me€ MOSBIIIIOTCS. M3rMOBI II03BOHOYHOro cTonba. B 4-5
JICT OHH YK€ JIOCTATOYHO XOPOIIO C(HOPMHUPOBAHEL.

I103BOHKM B TPYAHOM U MOSICHUYHOM OTAENE B
Bo3pacte 4-5 JeT UMEIT MPSIMOYrONbHYI0 (GOpMYy,
CO CKOILCHHBIMH yIJIamu, Juuib Ly umeer dopmy,



MpUOMIDKAIOMIYIOCT K KyOoBumHOH. Pa3meps mo-
3BOHKOB B KayJaJbHOM HAIIPaBICHUH YBEIHMIHBa-
IOTCS HE3HAYMTENbHO. BepTHkampHBIE 'CHIIOBBIC
TUHUA" B CTPYKType Tel MO3BOHKOB YETKO HE OII-
penensroTCs.

DopmMupoBaHUe KIMHOBHIHBIX TO3BOHKOB IPO-
HCXOANT MOCTEIICHHO: BEHTPAIbHBIE OTIEIBI IBYX-,
TPeX MOSCHUYHBIX IO3BOHKOB HMEIOT OBAIBHYIO
(hopMy MM CKOIICHHBIC 3aKpyTiieHHBIe yriubl. K §-
10 Tromam »5Ta "CKOWIEHHOCTH" YBEIMYHUBACTCA,
MCYE3aeT OKPYIJIOCTh BEHTPAIBHBIX YIJIOB ITO3BOH-
Ka, TPOMCXOANT YIUIOIIEHWE MepenHero oraena. B
TSDKEJIBIX CIydasX KIMHOBHAHYIO (hopMy HpHHH-
MAaroT /Ba WM TPU COCEOHUX IMO3BOHKA. CTeneHb
BBIPXEHHOCTHU JepopManuyl y B3pOCIbIX OONBHBIX
pasnuuHas. B HEKOTOpBIX ciydasx BbICOTa Iepen-
HETO OTENa Teja MO3BOHKa cocTasiisier 1/2 wmm 1/3
OT BBICOTBI €r0 3aJHET0 OTAeNa. Y HEKOTOPBIX
OoJIBHBIX (OpPMHUpYETCS THIMYHBIA KIMHOBHIHBINA
MO3BOHOK, KOTZAa ITIEPEIHUA OTHEN MO3BOHKA HE
chOpMHUpPOBaH W Ha pPEHTITEHOIpaMME BHJEH Tak
Ha3bIBa€MBbIH ""3aJHUN KIUH".

VYxe B 4-5 net y OONBHBIX KpaHHAJIBHEIC U Kay-
JlaTbHBIE TIOBEPXHOCTH TEJ ITO3BOHKOB B OOKOBOI
MPOEKIIH NMEIOT TIPSIMOJIMHEITHBIE KOHTYPHI, TOTJa
KaKk B HOPME TEJO MO3BOHKA MMEET HE3HAUHTEIIb-
HYIO0 BOTHYTOCTH 110 BEPXHEMY W HIDKHEMY KOHTY-
pam. IToaToMy u popma MeKIIO3BOHKOBBIX HpOMe-
JKYTKOB HE SIBJISETCS JIBOSKOBBIIYKIIOH, a CKOpee
NpUOIMKaeTCsl K MPSMOYTOJIbHOH. Y OOJIBIIMHCTBA
OOJIBHBIX KOpTHKaJbHAs IUIACTHHKA II0 IEpeiHen
TIOBEPXHOCTH II03BOHKAa BBIpaXKEHa OYEHB CIJ1abo.
JlopcasibHasi MOBEPXHOCTh TIO3BOHKOB, OCOOEHHO B
MOSICHUYHOM OTZEJe, UMEeT Pe3KO BOTHYTHIN KOH-
TYp W KayJaJbHO TEPEXOAUT B KIIIOBOBHUIHBIN BBI-
ctyn. ®opma TMO3BOHKOB B NPSIMOI NMPOEKINU MO-
JKeT OBITh OBAJIBHOM, HO Halle NMPsIMOYTOJIbHOU, TO
€CTh KaylaJbHbIE W KpaHHAIbHBIC MOBEPXHOCTH
HUMEIOT NPSIMOJIMHENHBIA KOHTYD.

K 8-9 rogam B HOpMe Tena MO3BOHKOB MMEIOT
npsIMOYroyibHYI0 (popMy, Ha OOKOBOI pPEHTTeHO-
rpaMMe MOXKeT HaOmonarbcs He3HAuNTeNbHas
KJIMHOBUJTHOCTE (DOPMBI TeJ MO3BOHKOB, PAacIOJIO-
JKEHHBIX B 00JAaCTH BEpUIMHBI (PU3UOJIIOTHYECKOTO
Kugo3a rpyJHOTO OT/ENa IT03BOHOYHHKA, 00yCIOB-
JICHHAsl Pa3HUIEH TEMIIOB OCCH(UKALNK MEPETHUX
W 3aHUX oTAenoB. OHAKO, B OTIIMYME OT HOPMHI |-
it u |1-i nosicanansiit, wmu X rpynHO# M03BOHKH
IPU axOHIPOIUIA3UU YacTO NPHOOPETAIOT KIIMHO-
BUJIHYIO popmy.

B 8-12 ner B HopMe HamboJiee aKTUBHO MPOHC-
XOAT TIPOIECChl OKOCTEHEHHs ano(H30B IO3BOH-
KOB, TPOXOJsS TPH PEHTI€HOJOTHYECKHX CTanu.
OxocTeHeHne ano(u30B IT03BOHKOB Y OOJBHBIX
aXOHJPOIUIA3UeH He OTIMYAeTCs YETKOM cTaguiiHo-
CThIO, M TMO3BOHKH MMCIOT CTYIEHeoOpas3Hyro (op-
My yxe B 6-7 yer. ®opMa 1o3BoHKa B OOKOBOMU
NPOEKLMH HE NPsSMOYroJibHas Kak B HOpPME, a B
OOJIBIIMHCTBE CIIy4aeB MMEET IUIaBHBIN 3aKpyTJeH-
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HBII CKOC B BEHTPAJILHOM HAlIPaBJICHUH.

K 12-15 romam okocteHeHHE amo(u30B HE 3a-
KaHuMBaeTca y 7% OOJIBHBIX.

B 6omnee crapmem Bospacte (15-16 mer) mpowuc-
XOJAT NPOLIECCHl CHHOCTO3HPOBAHMS allO(pHU30B Tell
MO3BOHKOB, KOTOpPBIE y OOJBHBIX aXOHApOIUIa3Heit
YKIIaZbIBAIOTCSl B HOPMAJIBHBIE CPOKH MIIM HECKOJIb-
KO OIIEPEkAIOT TAKOBBIC Y 370POBBIX CBEPCTHHKOB.

OpmanM 13 Hanbonee BaXHBIX OudQepeHnnans-
HO-ZIMarHOCTHYECKUX IPU3HAKOB aXOHIPOIUIa3HU
CUUTAIOT YMCHBIICHUE PACCTOSHUS MEXIY KOpHs-
MH Jyr IIOSCHHYHBIX IT0O3BOHKOB B KayJaJbHOM
HaIpaBJICHHH.

B HOpMe, Bce pa3Mepsl Tell IO3BOHKOB IIOCTeE-
NICHHO YBENMYHMBAIOTCS B KayJaJbHOM Hampapiie-
HHH, JIOCTHI'asi MakCHMyMa B IOSICHHYHOM OTIEIIe.
PaccTostHMe MEXTy MenuanbHBIMUH KOHTYpaMH IyT,
KOTOpOE OTpaKaeT MOIEePEYHbIH pa3Mep MO3BOHOY-
HOTO KaHalla, TaKKe YBEIUYMBACTCS M IOCTUTAcT
MakCHMyMa Ha YpPOBHE IISTOrO IMOSCHUYHOIO ITO-
3BOHKa. Y OONBHBIX aXOHJAPOIUIA3UeH MPOHCXOIUT
YMEHBIICHHE TOT0 PACCTOSHHS OT MEPBOTO K Iisi-
TOMY TOSICHUYHOMY TTO3BOHKY (Tabnmma 1).

Tab6muma 1.
M3MeHeHne pacCTOSHUS MKy KOPHIMU AYT MOSICHUY-
HBIX IIO3BOHKOB

Mossorox Bo3spactable rpynmbt
6-9 ner 10-13 mer 14-16 net
L, 19,75+1,1 21,15+0,5 22,25+1,17
Ly 18,445+1,25 | 19,25+1,78 20,50+1,64
L 16,50+ 0,82 | 17,25+2,01 19,25+0,74
Ly 15,50+1,43 16,20+1,14 17,6+0,90
Ly 15,14+0,80 14,50+1,27 17,0+1,32

ITprmMedanue: B TaOJHIly He BOIIIA BO3pacTHas rpymma 4-5 jer,
HOCKOJIBKY HCCIIC/IOBaHHE MO3BOHOYHUKA B IPSIMOH MPOCKINH
MIPOBOJIMIIA TOIIBKO C 6 JIeT.

N3mepeHne BHICOTHI M IMUPHUHBI TTO3BOHKOB B
npsIMON M OOKOBOM HPOEKIHAX 110Ka3ajo, 4TO ITH
MokKazaTeii He omimuaroTcs st Li-Ly B omgHOM
BO3PACTHOH TpyIIle U UMEIOT CTATUCTHYECKH JOC-
TOBEPHBIC OTJIMYMS B BO3PACTHBHIX Tpymmnax 4-6, 7-
10, 10-13, 14-16 ner. CrnemyeT 3aMETHTh, YTO IS
L\-L,y mokasarenn HauMmeHee BapuaOeNbHBI, TOTAA
Kak pa3mepsl Ly, moBep keHbI 00IbIIUM KOJIeOaHu-
AM KaK B OJIHOW BO3pacTHOW Ipymie, Tak U B pas-
HBIX BO3PACTHBIX TIpymmax. Y BceX HaOIr0IaeMbIX
HaM# OOJIBHBIX 3TOT CHMIITOM YETKO IPOCIIEKEH BO
BCEX BO3PACTHBIX HHTEPBAJIAX.

OmHOM W3 BaXKHEHIINX XapaKTEPUCTHK MOSAC-
HUYHO-KPECTI[OBOTO OTJeJa MO3BOHOYHHKA SIBIISACT-
Csl TIOSICHUYHO-KPECTIOBEI yroi. B Hopme oH pa-
BeH 135° HO WHOTrAa BCTpedyaeTcs YIUIOMEHUE yIiia
10 160° 1 Oonee TuIaBHBIN MOSCHUYHO-KPECTI[OBBIH
Mepexo]i Wik, Hao0opoT, ero 3aoctpeHue ao 120°-
115°. meetcs npsiMasi 3aBUCUMOCTH MEXTy CTeTe-
HBIO OTKJIOHEHHUS KPECTLA M IMOSICHUYHBIM JIOPIO-
30M. Uem OoibIlle OTKIIOHEHHE KpECTIa, TEM BEI-
pakeHHEe KOMIIEHCATOPHBIH JIOpA03.

YV OONBHBIX aXOHJAPOIUIA3WeH OTMEdaeTcs clie-
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JyIolIasi TeHACHIMS B M3MCHCHUH BEIUYMHBI MOSIC- Tabnuma 2.
HUYHO-KPECTIIOBOTO yIiia: B Bo3pacTe 4- 6 JeT OH Benmnunna rosicHU4HO-KPECTIOBOTO yria

pasen 130- 140° y 72,7% mamnueHToB; B Bo3pacte 7- OOBoKT BoapacTHEe rpymH

10 mer y 63,6% OonbHBIX OH He mpeBbImaeT 115- MCCIEIOBAHNS 26 mer | 7-10 mer 1 11-16 ner
125° u B BO3pacTHOH rpymme 11- 16 mer y 65% i —

0onpHBIX 0H paBeH 130- 140°(tabmmma 2). HO-KPECTIIOBOTO yIia 130-140° | 115-125° | 130-140°

Crnemyer OTMETHTB, 9TO y 7 U3 00CIeIOBAaHHBIX
OOJNBHBIX aXOHAPOIDIa3Uel OTMEUeHBI U (HIIOTeHe-
THYECKHE HApYyIOICHUs pPAa3BUTHSA II03BOHOYHHKA.
OHM Kacalmuch MOSCHUYHO-KPECTI[OBOTO OTIENa H
BBIPKAINCH B CaKpaln3aliu (IIOTHOH, HE TIOJHOMH,
OTHOCTOPOHHEH, JBYXCTOPOHHEH) MSATOTO IIOsIC-
HUYHOTO TI03BOHKA, HE3apaIeHUH YT S,

[IpuBenecHHBIC BHIIIC TaHHBIC CBUACTEIBCTBYIOT
0 TOM, 9TO Yy OOJBHBIX axXOHAPOIUIa3Wed Kpome
CTATUYCCKMX M3MEHEHHH IO3BOHOYHHMKA OTMeYa-
FOTCSl M 3HAYUTEIbHBIC JUHAMUYCCKHUE OTKIOHCHHS,
KOTOPBIE CBA3aHBI C BO3PACTOM.

JIMTEPATYPA

1. Bonko M.B. u np. HaciencrBeHnsie cucteMHble 3a0oneBanus ckenera / M.B. Bonkos, E.M. Meepcon, O.JI. HeuBononosa u ap. — M.
Menununa, 1982. — 320 c.

2. Chimeras of the native form of achondroplasia mutant (G375C) of human fibroblast growth factor receptor 3 include ligand-dependent
differentiation of PC 12 cells / L.M. Thompson, S. Raffioni, J.J. Wasmuth, R.A. Bradshaw // Mol. Cell. Biol. - 1997. - Vol. 7, N 17. - P.
4169-4177.

Pyxonuce nocrynuia 13.06.2000.

[Mpeaonaraem BallemMy BHUMaHUIO

lleeumoe B.M., Makyumu B.IO., ApaHoBuu A.M.,
Yerypoe O.K.

Xupypruueckoe JiIeYeHue BPOXOEHHBIX aHOMAaJUM
pasBuUTHS GEpLOBEHX KOCTEM

KypraH, 1998 r. — 323 c., Tabn. 15, un. 209, 6ubnuorp. Ha3s. 201

MoHorpagwus nocssitieHa npodieMe JISUeHHUs IeTei ¢ BPOXKAEHHON SKTpOMENHer OepIOBBIX KOCTEH.
B kaHre 00600UIEH OMBIT NeueHus OOJBHBIX C PUMEHEHHEM METOJUK YPECKOCTHOTO OCTEOCHHTE3a
anmaparoM Mnmu3apoBa B pa3IMUHBIX €r0 pallMoOHaIbHBIX KOMIIOHOBKaX. [IprBeieHbI OCHOBBI OHOMe-
XaHUYECKOTO MOJETUPOBAHUS OCTEOCHHTE3a MPU HEKOTOPBIX KIMHUYECKUX cUTyalusx. OnuceiBa-
I0TCSA YHUKAJIbHbBIE, HE NUMEIOIINE aHaJIOrOB B MUPOBOW MEIUIIMHE, TAKTUKO-TEXHOJIOTHIECKHE MTPHH-
UMbl PEKOHCTPYKIIUH OEPIOBBIX KOCTEH, MOBBIIIAIOIINE OMOPOCTIOCOOHOCTh M (DYHKIIMOHAIBHBIC
BO3MOXKHOCTH HIKHEH KOHeYHOCTH. lIpuBen€HHbIE TEXHUYECKHE CBEIEHUS IOMOTYT XUPYPry IMpH-
HUMAaTh ONTHMAJbHBIE PEIICHUS B PEaOMIMTAI[MH TAIMEHTOB U MOATOTOBKE KOHEYHOCTH K paIlno-
HaJIbHOMY MPOTE3NPOBAHUIO. AHAITN3 BO3MOKHBIX TEXHOJOTHYECKUX OIIMOOK M CBA3aHHBIX C HUMHU
JiedeOHBIX OCJIOKHEHHH MeeT OOJIbIIoe 3HAUYEHHE IS IIPAKTUKYIOIIEro Bpaya.

[IpencraBnenHble B KHHTE HMCCIEIOBAHUS JAIOT BO3MOXXHOCTh KIMHHUIMCTY TPEACTABUTH TSHKECTh
Pa3BUBAIOIIUXCS TIPH TOPOKE BTOPHYHBIX (DYHKIIMOHATBHBIX M aHATOMHYECKHX PACCTPOMCTB.
[IpuBenénnsie pe3ynbTaThl JedeHus mo meroamkam Poccuiickoro HayuHoro mentpa «BTO» mm.
akazn. ['.A. MnuzapoBa Aar0T BO3MOXKHOCTH OLIEHUTH WX 3(()EKTUBHOCTh B CPAaBHEHUH C TPAJAULIMOH-
HBIMU XUPYPTUYECKUMU MOJIXO0AaMHU B PEIICHUHN JIAHHON MPOOIIEMBI.

Kawnra nmmoctpupoBaHa cXxeMaMH OCTEOCHHTE3a, KIIMHUYECKUMH MPUMEpPaMH, CIOCOOCTBYIOIINMHU
YCBOEHHMIO IIPECTABICHHOI0 MaTepuania.

MoHorpagus paccuuTaHa Ha IUPOKUI KPYTI XMPYPros, OPTOIE0B U IIeIUaTPOB.
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