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OcobeHHOCMU pocma ceaMeHmoe 8epxHell KOHeYHocmu y
60/s1bHbIX axoHOponnasueu

A.B. ITonkos, O.B. Knumos

Growth peculiarities of upper limb segments in patients with achondroplasia
A.V. Popkov, O.V. Klimov

Poccuiickuii HayaHbIH neHTp "BoccTaHoBHTEIbHAS TPaBMaTONOTUS U opTonenus" uM. akagemuka I'. A. Minusaposa, r. Kypran
(I'enepanbusiii qupexTop — akagemuk PAMTH, a.m.H., npodeccop, 3aciyxenHblil nesteins Hayk PO B.1. [llesros)

B craTtbe mpoaHaM3MPOBaHbI JaHHBIC aHTPOIIOMETPUUECKHX HccienoBanuid y 300 GONBHBIX aXOHApOIUIa3ueil B Bo3pacte
or 1,5 no 31 rona. KnHuueckue u3MepeHus UIMH CErMEHTOB BEpXHEW KOHEYHOCTU M M3MEPEHMs aOCONIOTHOM JUIMHBL
KOCTeH Ha PEeHTTeHOrpaMMax MO3BOJIMIM JIOCTOBEPHO OTPa3UTh JUHAMUKY POCTa CETMEHTOB M JIOKa3aTbh, YTO YKOPOUCHHUE
BEPXHEH KOHEUHOCTH Y OOJIbHBIX aXOHPOIUIa3uel He HOCUT PU30MEINYECKOT0 Xapakrepa.

KitroueBble citoBa: axoHIpOILIa3us, pocT, Y0, MPEaIIeybe.

Data of anthropometric studies in 300 patients with achondroplasia (age range: 1,5 — 31 years) were analysed in the work.
Clinical measurements of segmental lengths in upper limbs and measurements of absolute bone length by x-rays allowed to
represent the dynamics of segmental growth reliably and to demonstrate, that upper limb shortening in patients with

achondroplasia is not rhizomelic by character.
Keywords: achondroplasia, growth, upper arm, forearm.

[osBIIeHWEe TOCTATOYHO HANEKHBIX AIIapaToB
WnmsapoBa m BarHepa mMO3BONMIIO IIHMpE pemIaTh
BOIIPOC CHUMIITOMATHYECKOTO JICUCHHS OOJBHBIX
aXOHIIPOIUIA3UeH, BOCCTAHABIUBAS  MPOMOPIHU
HIWKHUX KOHeuHocTel [6, 7, 13, 14].Yto kacaercs
BEPXHUX KOHEYHOCTEW, TO aHTPOIOMETPHYCCKUX

WCCIENIOBAaHNH, OTPaXKaIOIUX PpOCT CETMEHTOB
OUYEeHb MaJ0, HECMOTpPSA HA TO, YTO C IOSIBJICHUEM
TIEpEYNCICHHBIX METO/OB JICYEHHs MOTPEOHOCTH B
MOAO0OHOTO pojia AAHHBIX CTala MPEICTABIATH HE
TOJIBKO HAay4YHBIH HO M YUCTO NPAaKTHYECKUI MHTE-
pec.

MATEPHAJI U METO/1bI

Lene maHHOTO COOOIIEHMS BOCIIONHHTBH 3TOT
npoben. Poccuiickuii Hay4HBIH 1eHTp « BoccraHo-
BUTENbHAs TPAaBMATOJOTUSL W OPTOIEIHS » PacIo-
JaraloT CHCTEeMaTHYeCKUMH HaOJIIOACHUAMH  3a
6onee 300 mammeHnTamu B Bo3pacte oT 1.5 mo 31
JeT, oOCIeJOBaHHBIX B HAIIeM IIEHTpEe Ha pas3iind-

HBIX JTalax JICUCHUA. YI[J'II/IHGHI/IG ey 'y 00JIb-
IIMHCTBA OOJIBHBIX SIBJISUIOCH  3aKIFOYUTEIBHBIM
stanoM JedeHmsa. Hamm HCCIICAOBAHHUA I1O3BOJIUIN
OTpasuTb BO3PACTHYHO AWHAMUKY HNJIMHBI HEKOTO-
PBIX CETMEHTOB TCJia, B YaCTHOCTHU BerHeﬁ KOHEY-
HOCTH.

PE3YJIBTATBI 1 OBCYXJIEHUE

AXOHZpOIUIa3usl SIBISIETCST BPOXJICHHBIM CHC-
TEMHBIM 3a00JIeBaHHEM, TTaTOr€He3 Pa3BUTHS KOTO-
poro oOYyCIOBJIEH HapyLIEHHEM 3HXOHIPaIbHOTO
pocra koctu. Hapymenue pocta B UIMHY KOcTei
XPSILEBOTO MPOUCXOK/ICHNSI 00YCIIOBIMBACT BEILy-
MU KIMHAYECKUH NPHU3HAK 3a00JIeBaHUs - YKOPO-
YeHHWE BEPXHMX W HIDKHUX KoHeuHocteil. OOmie-
NPUHATO YTBEPK/ICHHE, YTO KOHEYHOCTH OOJBHBIX
aXOHJpOIUIa3uell YKOpPOUeHbI B OCHOBHOM 3a CUET
MPOKCHUMANBHBIX OTHENOB (Iuiedo, Oeapo), T.e.
YKOpPOUYEHHE HOCHUT PU30MEIHUYEecKUil xapaktep |1,
5], oAHaKO KIMHUYECKHX M aHTPONOMETPHYECKHX
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HCCIIEJOBaHUM, MOATBEPKAAIOLUIUX ITOT TEZUC SIBHO
He JocratouHo. Kak mpaBuio, Bce HcclieOBaHUS
HOCSIT ONMCATENbHBINA XapaKTep M 4Yalle BCEero IMo-
CBSILIEHBl HIDKHUM KOHeuHocTAM. [IpoaHanusupo-
BaB PEHTTE€HOJIOTHUYECKHUE U AHTPONOMETPHUUECKHE
JIaHHbIe, Mbl NPULUIA K BBIBOJY, YTO aHATOMHYE-
CKasl JUIMHA IUIeYa U MPEAIUIedbst y OONBHBIX aXOH-
JIpoIlIa3ueil 3HAYMTENIbHO MEHbLIE JIMHBI OJHO-
MMEHHBIX CErMEHTOB 3[0POBBIX CBEPCTHHUKOB H
OTCTalOT OT HOPMBI NIPUMEPHO B OJIMHAKOBOU CTe-
nenu. [Ipu 3TOM ¢ BO3pacToM OTCTaBaHHE B JUIMHE
yBenuuuBaercs. B 8 jer nnuHa cerMeHTOB BepxHei
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KOHEYHOCTH Y MAJIBYUKOB cocTaBisuia 74% mms
wreda u 75% Ui mpeamniedbs OTHOCHUTEIHHO IJTH-
HBI TeX K€ CETMEHTOB 3J0POBBIX CBEPCTHHKOB. K
17 romam »th 3HadeHus cocrtaBisior 70% u 69%
COOTBETCTBEHHO (puc. 1).
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Puc. 1 [IporeHTHOE OTHOLICHHE [UTHH CETMEHTOB BEpXHEit
KOHEYHOCTHU y OOIBHBIX aXOH/POILIa3uell U 3[0POBBIX JIF0ei

CrnemyeT OTMETHUTh, YTO CKOPOCTh POCTa Ijieya
y OOJIBHBIX aXOHIPOIIIa3Ueil 3aMETHO BBIIIE CKOPO-
CTH pocTa mpenmiedbs. HopmanbHoe pa3BuTHE
CKelleTa XapaKTepu3yeTcsi mpeodlialaHueM CKOpo-
CTH POCTa MPOKCUMAaJBHBIX CErMEHTOB KOHEYHO-
CTeH HaJ| NUCTAIbHBIMU, YTO OTMEYaeTCs pPsIOM
aBTopoB [1, 5]. [lomoOHast TeHAEHIMSA, IO HAIIMM
JIAaHHBIM, CYILECTBYET U Y OOJBHBIX axOHIPOILIa3H-
€i: ypaBHEHUE JIMHEHHOW PErpeccud BO3PaCTHOU
JMHAMUKHU JUIMHBI CETMEHTOB BEPXHEH KOHEYHOCTH
y OOJIBHBIX aXOHApOIUIa3uel (M3MepeHHsl N0 PeHT-
TeHOTpaMMaM) UMeeT BUJ

VYV =0,7047x + 6,7127 nns miueda u

Y =0,5421x + 5,6701 nna npeamieuss (puc. 2).

25 4

20 4 nneyo

s 151
[&]
101 npegneyvbe

5 4

0

2 4 6 8 10 12 14 16 18
BO3pacT

Puc. 2 I'paduku BO3pacTHOW TUHAMHKH JJIHHbI II€Ye-
BOIf W JydeBoW KoOCTel y OONBHBIX aXxOHJpOIIa3mei
MY’KCKOTO 0.

YrinoBele kK03 (UIMEHTH YKa3bIBalOT HAa TO,
YTO CKOPOCTh POCTa MPOKCUMAJIbHBIX CETMEHTOB
3aMETHO BBILIE CKOPOCTU POCTA TUCTAIIbHBIX.

CyuiecTByeT AOCTaTOYHO MHOTO METOAMK IS
oTpaxeHus M (¢ukcauu B rpaduyueckoil dopme
npouecca pocta. s BBISBICHHs SBHBIX TEHIECH-
IUI pOCTOBOIO MpoLEcca Mbl IPeiaraéM HCIOJb-
30BaTh METOJI, CYUTHOCTh KOTOPOIrO 3aKII0YaeTcs B
TOM, YTO HPUPOCT aOCONIOTHOM IJTMHBI CErMEHTa
KOHEYHOCTH WJIM TYJOBHILA PACCUHUTHIBAECTCSA Kak
OTHOLICHHWE [UIMHBI CErMEHTa B JaHHOM TOAy K
IIMHE CcerMeHTa 4-X JIeTHeH HaBHOCTH. Bhrumcius
MoKa3aTeNu Uil KaKJIOro BO3pacTa Mbl IMOJIy4aeM
BO3MOYKHOCTb OLIEHUTbH TEMIIbl MPUPOCTa KOHEYHO-
CTH 3a 4-X JIeTHUH MHTEpBaJ B BO3PACTHOM JUHa-
Muke. Ha Ham B3rsia yKpyHmHEHUE HHTEpBaia I0-
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3BOJIICT BBIPOBHATH TpapUK U OTPA3UTh CYIIECT-
BYIOIIIME TEHICHIWUH POCTA, MCKIIOYHB 3HAUYUTEIIh-
HBIE KOJIeOaHMs 3HAYCHUH MIPU pacdyeTe 3HAYCHHHN C
uaTepBasioM B 1 rox. Kak BumHO, (puc. 3) TeMirsl
OTHOCHTEIIFHOTO MIPUPOCTA TIeda y OOJBHBIX aXOH-
JIpOTUTa3ueil 3HAYMTEIBHO BBIIIE, YeM IPEATUICUbS.
Hamnbonee BBICOKHME TEMITBI TPUPOCTa JITMHBI CET-
MEHTOB COXPAHSIOTCA 1O 6-7 JIET W COCTaBISIOT
64% 3a 4 roma msa wieda u 40% U1 TpeATIIeYbs.
B mampHeitmeM 3TOT moka3aTellb IMOCTSIICHHO CHU-
s)kaeTcd U K 11-12 romaM AoCTHraeT CBOEr0 MUHH-
myma 12% u 11% cootsercrBenHo. [lanee B 14-15
JIET TMPOHCXOINT €r0 He3HAYUTEIHHBIA MOIBEM [0
16% y tueda u 21% y mpenmnedssi ¢ MOCIELyIo-
UM cHIbKeHueM K 17 romam mo 8% u 13% (Tab-
mmna 1, puc. 3).

Ta6muma 1

Bo3spacTHast tTuHaMKHKa aHATOMUYECKOM TMHBL
CErMEHTOB BepXHEil KOHEYHOCTH Y OOJIBHBIX
AXOHAPOIUIA3UEN MYXKCKOT'0 I1oJ1a
(M3MepeHHst 0 PEHTTEHOTPAMMaM, CM).

Bo3- |Ne| anuHa nnedeson | Ne OnvHa ny4yeBon
pact KOCTU (MYXXYMHbI) KOCTU (MYXX4MHbI)
2 3 6,7+0,8 2 6,5+0,5
3 1 8,1 1 7,0
4 3 8,8+0,3 3 7,5+0,9
5 1 9,9 1 8,3
6 2 11,0+ 0,4 2 9,1+0,7
7 3 13,3+1,9 1 9,9
8 3 136+1,3 2 10,7+ 0,4
9 3 138+1,2 1 10,8
10 |4 14,5+ 1,0 1 10,9
11 |10 15,0+1,2 2 115+11
122 |7 15,4+0,9 2 12,0+ 0,4
13 |6 159+2,0 2 12,6 + 0,4
14 9 16,8+ 1,5 2 13,3+£0,7
15 6 17,3+1,7 2 139+14
16 |5 17,8+0,9 3 14,5+ 0,6
17 |2 17,7+2,1 2 14,9+ 0,7
18un>|3 18,3+1,2 2 15,0+ 0,0
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Puc. 3 Bo3pacTHas quHaAMUKa OPUPOCTA JUTMHBI TIJIeYe-
BOW M JIydeBo# kKocTel. BenmuuuHbl npupocTa i Kax-
JIOTO TO/Ia PACCUUTAHBI 32 4-X JIETHHI EPHOJ.

YKopoueHHE KICTH MEHEE BBIPAXKCHO U COCTaB-
nsiet 21-26% MTMHBI KACTH 3I0OPOBBIX CBEPCTHUKOB
Kucth Takux OONBHBIX OTCTAaCT B POCTE MEHBIIEC
JIPYTUX CETMEHTOB, Ha HAIl B3I, 32 CYET HOp-



MaJIbHBIX Pa3MepOB KOCTEil 3arsICThsI.

Takum 00pa3oM, YKOpPEHHBIIEECS B MHPOBOI
JIUTEpaType YTBEPXKICHHE O IPEHMYIIECTBEHHOM
OTCTaBaHWH B POCTE MPOKCHMAIBHBIX CETMEHTOB
KOHEYHOCTEH SBIICTCA OMIMOOYHBIM, O KpaitHen
Mmepe, [t pyku. Ha Ham B3rmsin nogobHoe MHEHHE
CIIOKHMIIOCh B CHIy psna npudauH. OmHa M3 HHX
3aKIFOYACTCSl B TOM, 4TO Y OONBHBIX aXxOHIpOILIA-
3U€M POCT MBIILIEYHONM TKaHW HE HapyILIEH, U €ro
00BeM CTpeMHUTCS K BO3PAcTHOH HOpME. AHATOMHU-
YECKOE CTPOCHHE MBI KOHEYHOCTEH H3MEHEHO
JWIIb B CHIIy TOTO, YTO B MPOILIECCE POCTa OPTaHU3-
Ma YKa3aHHBIC MBIIINBl HCIBITHIBAIOT MEHBIICE
HaNpsHKEHUE PACTSHKEHMS CO CTOPOHBI OTCTAaromIeH
B pocte koctH [8, 9, 10, 11, 12] u, agantupysces B
MOJOOHBIX YCJIOBHSIX TPHOOPETAIOT XapaKTepHBIC
ocobeHHOCTH cTpoeHUs [4].B dacTHOCTH y MBI,
W3MEHSCTCS. OPUEHTALUsI MBIIICYHBIX BOJOKOH H
COOTHOILEHUE MBIIIEYHON U CYXOXXHWJIBHOW YacTel
[2, 3]. BblpaxkeHHBII MaccuUB MBIIIECYHON TKaHU
3HAYUTEIBHO HCKAXKAET AHTPONOMETPHIECKHE W3-
MEpeHus, T.K. 3aTPyJHACT ONpelelicHHEe aHATOMU-
YECKHX KOCTHBIX OPHEHTHPOB. TakuM o0pazom,

Newoit Opmonednn Ne 4, 1997 r.

pyKa ¢ pe3KO BBIPR)KEHHBIM MBILIIEYHBIM penbedom
BCJICZICTBHE OTHOCHTEIBHOTO HM30BITKA MBIIICTHON
Macchl B COYETaHMHM C B MEHbBIIEH CTENEHH OT-
CTalOIIEH B POCTE KHUCTHIO CO3JAET BHANMOE BIIE-
yaTieHne Oonee APYTMX YKOPOUYEHHOTO IPOKCH-
ManpHOTO cerMeHTra. [lomoOHyr0 OmmMOKy MOXKHO
cenaTh M IPH YTCHUH peHTreHorpaMmsel. Hamimane
crudaTeIbHONH KOHTPAKTYpHI JIOKTEBOTO CYCTaBa,
KOTOpas JOCTHTaeT y OTICIBHBIX OOIBHBIX 1100,
MOXET HaJIOXKUTh CEPbE3HBIC MCKAXKEHHS Ha TIPOCK-
IMOHHYIO JJIMHY KOCTEH, O3TOMY MCTHHHOE COOT-
HOILEHUE TMPONOPLUUNA CETMEHTOB BEPXHEH KOHEY-
HOCTeH y OONBHBIX aXOHAPOIUIa3Mel IydIne orpe-
JIENIATh TP PEHTreHOTpadpun KOHEYHOCTH B OOKO-
BOM MPOEKLUH.

TakuM 00pa3oM, HaIM HCCIEAOBAHUS IO3BO-
JSIFOT yTBEPXKAATh, YTO Y OOJNBHBIX aXxOHIPOIIIA3H-
el OTCYTCTBYeT pH3OMEINYECKOE YKOPOUEHHE
BEPXHUX KOHe4YHOcTeH. CKOpOCTh pocTa IuIeda
3aMETHO BBIIIIE CKOPOCTH POCTa IpeAruiedbs. Be-
JMYMHA OTHOCHTEIBHOTO IIPUPOCTa MPOKCHMAIBHO-
TO CerMeHTa BepXHEeH KOHEYHOCTH COXPAHSET CBOE
IpenMymniecTBo 1o 11 JeTHero Bo3pacTa.
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