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Femoral lengthening in children and adolescents
with achondroplasia
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Tl'ocynapcTBeHHOE yupexkIeHHE HAyKH
Poccuiickuii HayuHslii 1IeHTp "BoccTanoBuTenbHas TpaBMaTONIOTUs U oproneausa” uM. akagemuka I'. A. Mnusaposa, 1. Kypran
(TeHepaIbHbINH TUPEKTOp — 3acTyXKEHHBII nestens Hayku PO, uanen-koppecnionnent PAMH, n.m.H., npodeccop B.1. I1leBuos)

B cratbe npuBeneHbl JaHHbIE JIeueHUs 65 OOJIBHBIX aXOHIPOIUIA3Uel B BO3pacTe OT 5,5-10 18 jeT, y KOTOPBIX C MOMOIIBIO
YIBTPa3BYKOBOTO CKaHMPOBAHHS H3ydaldd CTPYKTYpHOE COCTOSHHME MBINII W pereHepara. IlpuMmeHeHne mansmel
METOAUKH TIPOBEIEHHUs CIIHI[ O€3 MPOLIMBAHMS MBIIIL AaHTOTOHUCTOB MOJIOXKHUTEIBPHO CKa3aJI0Ch Ha (YHKIMH KOJICHHOTO
CycTaBa BO BpeMsi yIJIMHCHHS, TI03BOJIMIIO COKPATHTh CPOK JICUCHHMS B alllapate U MociIeayoleil peaduinTanun.
Kirouesble ciioBa: axoHIpoIUIa3us, 6epo, YpecKOCTHBII OCTEOCHHTE3, YUINHEHHUE, YATPa3BYKOBBIE HCCIEIOBAHU.

The work presents the data of the treatment of 65 patients with achondroplasia at the age of 5,5-18 years, in whom
structural condition of their muscles and regenerated bone was studied using ultrasonic scanning. Use of a sparing
technique for insertion of wires without suturing of antagonists had a positive effect on the knee function during
lengthening, allowed to reduce the period of treatment with a device and that of subsequent rehabilitation.

Keywords: achondroplasia, femur, transosseous osteosynthesis, lengthening, ultrasonic studies.

Heo0OxoauMocTh yBennueHHs pocta y OONbHBIX
axoHIpoIula3ueil 00ycCIOBIEHa HECOOTBETCTBHEM
MEXIy XPOHOJOTHYECKHMMH BO3PAcTOM U POCTOM
[1, 2, 3].

WNwmest OnarompusTHBIA MPOTHO3 IS KU3HH U
OCTaBasiCh YMCTBCHHO IIOJTHOIICHHBIMH JIFOJIBMH,
OONBHBIE 3a9acTyl0 OBIBAlIOT OTBEPTHYTHI CBEPCT-
HUKaMH, HCIBITBIBAIOT ONPEAEICHHBIC CIOXHOCTH
BO B3pOCJIOHN KU3HU. MHOTOJIETHUI OMBIT yBeInude-
HUS POCTa Y MAlMEHTOB C aXxOHJPOIUIa3Huei B KIIH-
nuke PHI] "BTO" moka3ai, 4To onTUMaJIbHON Me-
TOJAMKOW TIPU yJJIMHEHUU Oefpa sBISETCS OWIIO-
KalbHBIA OcTeocHHTe3. llepexosl OT MOHOJOKAb-
HOTO yIJIMHEHUS! ObUT 00YCIIOBJICH JJIUTEIBHOCTHIO
CTAITMOHAPHOTO JICYCHHS, HAJTMYUEM CTOWKUX KOH-
TPAaKTyp Ta300€PEHHOTO WJIH KOJCHHOTO CYCTa-
BOB, B 3aBUCHUMOCTH OT YPOBHS YAJUHEHUs, a TaK-
’)K€ OTPaHUYEHHOCTHIO BO3MOXKHOCTEH KOPPEKIUH
comyTcTByromei nepopmanuu. Ha omHom »stame
MPOBOJAT MOCIICAOBATEIFHOE yIUIMHEHHE Oefpa |
KOHTpajaTepaibHON TOJIECHHU.

OnHOBpeMeHHOE YATHHEHHUE IByX Oenep Bceraa
CBSI3aHO C TPYAHOCTBHIO BBITIOJIHEHHUS OCTEOCHHTE3A,
MOCJIEIYIONIET0 BEACHUS, a TAKKe TAKECThIO U OIl-
peleNieHHBIMU HEY00CTBaMH JUIsL CaMOTo OOJIBHO-
ro. B mocnennue roasl METoMKa OJJHOBPEMEHHOTO
YIUIMHEHUsI JByX Oexep NpHUMEHSJIach B OJHOM
cirydae.

Taxkum 00pazoM, yAIMHEHHE HW)KHUX KOHEYHO-
CTEH JOoCTUraeTcst 3a JiBa 3Tama, HO 3a4acTylo II0-
JY4eHHOTO YAJMHEHUS AJIS yBEIHUYEHHs pocTa ma-
IIUEHTy HEJOCTaTOYHO, M €My IPOU3BOAMTCSA Ha
3aKJIIOYUTEIBHOM JTalle JOMOJHHUTENbHOE YBEIH-
YeHHWe JUIMHBI ToseHu. IIpomonbHoe yBennueHHE
pa3mepoB Oezapa SBISIETCS NPOMEXKYTOUHBIM 3Ta-
IIOM TIPU MPOBEACHUN KOPPEKIUH POCTa U BO MHO-
TOM OHIpENeNsieT TaKTUKY JAalbHEHIEro JCUeHUs.
JlanHas omepanusi UrpaeT OMNPEAESNSIONIYI0 POib
IIPU TIOCJIEAYIOIIEM BOCCTAHOBIIEHHMHM MEKCETMEH-
TapHOW MNPONOPIHMOHAIBHOCTH, a TaKXKe BOCCTa-
HOBJICHUH NPONOPLUI MEXKAY JIMHOW TYJIOBUILA U
HIDKHAMH KOHEYHOCTSMHU.

MATEPUAJI U METObI UICCJIEAOBAHUA

MOHOJIOKaNBHBI ~ OCTEOCHHTE3  ammapaToM
WimsapoBa ObLT OCYIIECTBIICH y CEMH HAILEHTOB,
U3 HUX Y TPEX OJHOBPEMEHHO YUIMHSIM JBa Oezpa.
58 GONBHBIX OBLIO MPOOMEPHPOBAHO C IOMOIIBIO

MeToJ]a OWIOKAIBHOTO OCTCOCHHTE3a, y IISITH W3
HUX - OJHOBPEMEHHO YUIMHsUIM 1Ba Oexpa. Bos-
pacT obciemayemMbIX COCTaBJsT OT 5 mo 17 jer.
Cpennsis BemurHa yaauHeHus coctaBuia 8-10 cum.
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OyHKINOHAIBHBIE HCCIICNOBAHUS TPOBOJMIN Ue-
pe3 1-2 roaa mocne ymnHeHus oempa.
CTpyKTypHOE COCTOSIHUE MBIIIIl M pereHepara
OLICHUBAIIM C TOMOIIBIO YJIBTPa3ByKOBOTO ammapa-
ta "Sonoline" (Fepmanms) u "Aloka" (SImowus).
COKpaTUTETHHYI0 COCOOHOCTh MBI U3Mepsi-

JI1 Ha JMHAMOMETPUYECKOM CTEHJIC, CKOHCTPYHPO-
BanHom B PHII "BTO" [4].

W3mepeHre ypyrocTH MBI — C TTOMOIIBIO Me-
XaHIMYIEeCKOro MHOTOHOMETpa, pazpadoranHoro B PHI]
"BTQ" Ha 6a3e mHOUKATOpa MEPEMEICHHUS 9aCOBOTO
trmia MY-05, ¢ neHoit nenenns 0,01 MM [5].

PE3YJIbTATHI UCCJIEJOBAHUI

C noMompl0 yJIbTPa3sBYKOBOTO CKaHHPOBaHHMS
HOJTyqad H300paKeHUE cpe3a BHYTPEHHUX CTPYK-
TYp MBIIIL, COOTBETCTBYIOIIEE UX PEaNbHBIM pas-
MepaM H coctosHHIO. [Ipu ncciaenoBaHun HEYIIH-
HEHHOTo OeJpa MbIlIeuHasi TKaHb UMeJla XapakTep-
HYI0 HEOIHOPOJIHYIO CTPYKTYPY C ITy4Kamu Mbl-
IICYHBIX BOJIOKOH B BHJE NPOJOJIBHBIX 3XOMNO3H-
TUBHBIX CHUTHAJIOB, YeTKO AN(P(HEepeHIUPOBAIHCH
MEXMBIILIEUHbIE  eperopoAk. OTINYUTEIbHON
O0COOCHHOCTBIO aHATOMHYECKOTO CTPOCHHS MBILII]
Oempa y OOJBHBIX aXOHIPOIUIA3WCH SBISIACH MX
KOHYCOBHIHAs (popMa, UYTO CBS3aHO C MacCHBHO-
CTBIO NPOKCHMAJBHOTO OTJeda IO CPaBHEHHUIO C
muctanbHbIM (puc. 1 a). [Ipm cratmyeckoM Hampsi-

JKCHUH POUCXOTIIO JIOCTOBEPHOE YBEIHUYCHHUE
TONIIMHBL M. rectus u m. intermedius na 18-27%
(puc. 1 0). Yroa HaKJIOHa MBIIICYHBIX BOJIOKOH
(OTHOCHTENBHO JIMHUU CYXOXXHIIMSI) B IIOKOE CO-
craBisul 6-10 rpamycoB, a TpU CTaTUYECKOM Ha-
NpsOKEHUH yBeIuuuBaiics Ha 1-4 rpamyca.

Puc. 1. ConorpamMmsl nepexnHeil rpynmsl MbIIL Oeapa:
a) B OKOE; 0) IPH CTATHIECKOM HATIPSIKCHUH.

B 1999 roxy Hamu mpenioXeHa METOIWKA IIa-
JUIIIETO MPOBEICHUS CIHI 03 MPOLIMBAHMS MBIIII]
AHTarOHMUCTOB: COYETAHHE ITOT0 C OCBOOOKICHUEM
MIPOMEXYTOUYHOTO (pparMeHTa OT (UKCAINU CIH-
[aMH O OKOHYAHUHM JUCTPAKIMU TOJOKUTECIHEHO
CKa3bIBaeTCsl Ha (DYHKIMM KOJICHHOTO CYCTaBa, CO-
KpalaeT CpoK JICYEHHs B ammapare U Iocieaylo-
mieid  peabmwnurtanuu  (3asBka  Ne  991184468)

(puc. 2).

Puc. 2. ®oto 6onbHoro O. benpo, BUA c3aau, majsiiee

MIPOBEJICHNE CIHI] B cpexHeil Tpetn Oenpa 6e3 mpormn-
BaHWS MBILIL] aHTArOHHCTOB.

[IpoBenenne ynpTpacoHorpaduu pereHepara
M0Ka3ajo, YTo B MEPUOJ] AUCTPAKIMU OH MMEJN Ha
BCEM MPOTSHKEHHU aKyCTHYECKH OJIaronpusTHYIO
Cpeny, YPOBEHb XOT'€HHOCTH ObLJI HECKOJIBKO BbI-
11e, 4YeM MpH OOBIYHOM JICYSHUH, U paBHsuICS 43-48
YCIOBHBIM eauHHIaM (1o 'cepod mkane" mpH
CTaH/IapTHOH HacTpolike npudopa) (puc. 3a). Penrt-
TEHOJIOTUYECKH B ATOT MEPHOA OIPEAEIAIOCh PaH-
Hee TMOSIBIICHUE MPOIOIEHON TSDKUCTOCTH (puc. 30).

Konen nepuona auctpakiuu u Hadana ukca-
LIUH XapaKTepU30BaAINCh 3HAUUTEIBHBIM CYKCHUEM
9XONO3UTUBHON 30HBI pereHepara u (OpMHUPOBAHU-
€M KOPKOBOTO CJIOSI CO CTOPOHBI IPOKCHMAJIBHOTO U
quctanbHOro otaeno koctu. K 11 qaro dukcarum
BU3yaIM3MPOBANIACh THIIEPIXOT€HHAs CTPYKTypa B
¢dopme "koBma" (puc. 4a), k 30 gHIO — chopmupoO-
BaHHasi KOPKOBasl IUNIACTHHKA.

PeHTreHonorn4yecky ONpenesnoch 3aKphITHE
30HBI POCTa pereHepara, 4eTKOo C(HOPMUPOBAHHBIHA
KOPKOBEIH CJI0#i (puc. 40).
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Puc. 3. a) coHorpaMMbl BEpXHEr0 U HIDKHEro pereHepartoB (mepuon auctpakimu 30 mueit); 6) peHTreHOrpaMMBbl pereHeparos, 30

JIHEN TUCTpaKIHH.

PEY MR

MEASUREMENT

AREA—E AREA

Puc. 4. a) coHorpaMMa BepXHEro perenepara: IpOIOIbHBIN U TIOMePEYHbIH cpe3bl (Mepruo Gukcaiuu 7 qHeil); 6) peHTTeHOrPaMMBbI

pereneparos (7 ameit hukcamun).

VY Bcex GONBHBIX Pe3yJbTaThl JICUCHUs TIPH Ou-
JIOKaJBHOM YJJIMHEHUH Oelpa paclieHeHBl KakK XO-
pomue U yI10BJICTBOPUTCIILHEBIC.

B mpomecce ymiumHeHHs OGeapa OTMEYanoch
yBEIMUEHUE TOKa3aTellss yIpyrocTd B 2-6 pas, a
KkpoBoTtoka a.Femoralis - B 1,5 pasa mo cpaBHEHHIO
C HEYUTHHSIEMBIM CETMEHTOM. I[Ipu yibTpacoHo-
rpaduu mepeHel TPYIITBI MBI Oepa B MEPHO
JMCTPAKI[MH BU3YATM3MPOBAINCH MPU3HAKH OTEKa,
PasMBITBIE MBIIIEYHBIE CTPYKTYPHI, MEKMBIIIEUHBIE
neperopoaku M. rectus u m. intermedius (puc. Sa).
K koHumy mnepuospa QuKcanuu n3-3a BPEMEHHOTO
HAPYIIEHHUS COKPATUTENLHBIX CBONCTB yIUTHHAEMO-
IO CEerMeHTa CTPYKTYPHbIC H3MEHEHUS COXPaHsi-
JIMCh, TIPU3HAKK OTEKa YMEHBIIAINCh, 3XOILIOT-
HOCTH ToBBIIAaiack Ha 35-40% 1o cpaBHEHHUIO C
HCXOMHBIM YpPOBHEM. B 1ie/loM MpOBEACHHBIE HC-
CITCIOBAHMUSI MATKAX TKaHEH, KPOBOTOKA COBIAIAIN
C TaHHBIMU TTAIIMEHTOB, JICYSHHBIX 10 CTAHIAPTHON

METO/IMKE, C IPOIIMBAHUEM CITMIIAMU MBIIIIIL.

[IpeanoxeHHass MeToAMKa MO3BOJIMIIA U30€XKATH
Pa3BUTHS CTOMKHMX KOHTPAKTYp KOJEHHOTO CycTaBa
B NIEPUOJ YIJIMHEHUs], YIYUIIUTb CTPYKTYpYy pere-
Hepara, YMEHbIIUTh CPOK (PHKcalK (aNIapaTHOTO
JICYEHUs), YTO OJArompHsATHO CKa3blBaJOCh Ha
(YHKIIMOHAIBHOM COCTOSIHUM JIOKOMOTOPHOTO arl-
rapara 1ocje Je4eHUs..

Ha konrpanarepansHom Oeape uepes 1-2 rona
rocie y/UIMHEHHWS XapakTepHas KOHYCOBHIHAs
(bopma Ml Kcyesana, M. rectus u m. intermedius
uMenu Oosiee TPAaBWIBHYIO, BBITIHYTYIO (hopMmy.
AHanM3 THCTOTpaMM MOKa3al, YTO 3XOIUIOTHOCTH
TiepeiHer TpyNIbl MBI Oesipa yBeIMYMBaIach Ha
30%, 9TO, BEpOSITHO, CBSI3aHO C YBEIIMYCHHEM O0b-
€Ma BHYTPUMBIIICYHON COEIMHUTEIBHON TKaHH.
CriocoOHOCTh K CTaTHYECKOMY HAaNpsDKEHUIO CO-
XpaHsiach B IPSIMOM M MPOMEKYTOYHOM MBIIIIAX
(puc. 5 6).
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Puc. 5. a) conorpamma nepezHeil rpymIbl MBI Oeapa B IEPHO JUCTPAKIUK; ) COHOrpaMMa TepeqHe TPYIIIbI MBI Oenpa ye-

pe3 1,5 roza nocuie cHATUS anmnapara.

IMocne ymmmHEHHS Yroil HAKIOHA MBIIICYHBIX
BOJIOKOH B M. rectus u m. intermedius 3HaYuTEIHLHO
YMEHBIIIAJC.

OnepaTHBHOC Y/UIMHCHHE KOHEYHOCTEH OTHO-
CUTCS K JOCTaTOYHO CIIOKHOMY H JJTHTEIBHOMY
METOJY JICUCHHUS W, TI0 MHEHHUIO Pa3HBIX aBTOPOB,
COMPOBOXKIAETCS OOJBIINM KOJHYSCTBOM OCIIOXK-
HeHMH — 1o 169% [6]. OnbIT jneyeHHs AaHHOU
rpynmbsl 0OJBHEIX, HakomwieHHB B PHII "BTO",
MOKA3bIBACT, YTO OCJOXHEHHUS IMPEHMYIICCTBCHHO
OpuTH 00YCTIOBIICHBI HECOOIOIeHHEM OMOMeXaHH-
YECKHX MPHUHIIUIIOB HAJOXCHMUS alapaTa U mocie-
IYIONINM HapylIeHHeM BeIeHHs OoipHOTo. B 00-
CJIeyeMOH TPYIITe MalHEeHTOB OTMEYAJICS IIEePeIoM
JIUCTATIBHOTO pereHepara OeJpeHHON KOCTH B JIBYX
cilydasik, 4To OBbLIO CBSI3aHO C MPEKICBPEMCHHBIM
cHsTHEM amnmapata. KputepusiMu Isl CHITHS armna-
para SBJISINCH PEHTTECHOJOTMYCSCKH HETPEPhIBHBIH
KOHTYP KOPTHUKAJIbHON IUIACTHHKK pereHepara 0e-

PEHHOIl KOCTH W €ro OmnTHYecKas IDIOTHOCTh He
MeHee 80% OT IWIOTHOCTH quadu3a.

HecobOmonerne pekoMeHmanmii mo pa3padoTke
KOJICHHOTO CyCTaBa B OJMKallline W OTIaJeHHbIE
CPOKH TIOCJIe CHATHS alapaTa MPUBOAMIM K pas-
rubaTenbHONH KOHTpakType B 2,85% ciydaes, 4To
TpeOOBaJO B MOCICAYIOIEM IUTSIILHBIX PeaOwIu-
TAI[MOHHBIX MEPONPHUATHN. AMIUTUTYAA JABMIKCHUMA
B Ta300€IpEHHBIX CYCTaBax IOCIe yIMHCHHS Oel-
pa SBISIACH BaKHBIM IIOKa3aTelieM B OIICHKE
(YHKIMOHATBHBIX MCXOIOB JiedeHus. J[aHHBIN 1Mo-
Ka3aTeNnb TECHO CBA3aH C COKPATUTEIFHOU CIIOCO0-
HocThi0 Mbmm. [locnme yamuHeHms Oempa oOBeM
JIBUXEHUN yBenuuuBasics Ha 15-17 rpamycoB BO
(GpOHTATBHON M CArUTTaJbHON IJIOCKOCTSAX. YBe-
JIMYeHHe pasrubaHusi B Ta300€APEHHBIX CycTaBax
00yCIIaBIIMBAJI0 YMEHBIIEHHE HCXOHOTO MOSCHUY-
HOTO JIOpJ03a.
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