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IIpoBeneno obcienoBanue 78 GONBHBIX aXOHAPOIUIA3HMEH 10 JEUEHWs, B Ipolecce yummHeHus Oenpa Ha 8-10 cm u B
pasIUYHbIE CPOKM IOCie CHATHs ammapara. IlokasaHo, 4To y OOJIBHBIX JO JICYCHHS OTCTABAHHUE [UIMHBI HIKHHUX
KOHEYHOCTEH CONpPOBOXKIAETCS 3HAUMTEIBLHBIM CHIDKEHHEM ITOKa3aTellsl yIPYroCTH IepeHed TpyIIbsl MblmIl Oexpa, a
TAK)K€ COKPATHTENIBHOH CIIOCOOHOCTH Mbllil—crudareneid W —pasrubareneid roysieHn. MakCHUMallbHbIE 3HAYCHMS
IIOKa3aTeNs yIpyrocTH OTMEUEHbI B IIepHOJ JucTpakiun Oenpa. Ilocie cHATHS anmaparta 3Ha4eHHE TIOKa3aTells yIPYTrOCTH
NpuOIMKAIOCh K YPOBHIO 3/I0POBBIX JETeH, MMEIOLIMX TaKyl ke JUIMHy Oenpa. BoccraHoBieHME COKpAaTHTENBHOMH
CIIOCOOHOCTH MBIIII YIUIHHEHHOT0 Oeapa 3aBHUCENIO OT BEIMYUHBI YUTMHEHUS, CPOKOB [IOCIIe CHATHS anapaTta.

KiroueBble ciioBa: axOHPOILIas3usl, yAJINHCHHUE, HIKHSS KOHEYHOCTb, MBIIILbI, COKPATUTENIbHAsL CIIOCOOHOCTD, YIIPYTOCTb.

78 patients with achondroplasia were examined before treatment, during 8-10 cm lengthening of femur and in different
periods after the apparatus removal. It was demonstrated, that before treatment lagging behind of lower limb length was
accompanied by considerable lag of elasticity index of anterior group of femoral muscles and contractibility of leg flexors
and extensors as well. Maximal values of elasticity index were noted in the period of femoral distraction. After the
apparatus removal the value of elasticity index approximated the level of the normal children, who had the same femoral
length. Recovery of muscular contractibility of elongated femur depended on the amounts of lengthening, periods after the

apparatus removal.
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AXOHIpOIUIa3usiT — CHCTeMHOe 3aboJieBaHUe
CKeJeTa, BEAYIUM CHMIITOMOM KOTOPOTO SIBIISCTCS
yKOpoUYeHHe KOHEeYHOcTed. HapymeHue mnpomois-
HOTO POCTa KOCTEH COIMPOBOKIAACTCS HEKOTOPHIMU
U3MEHCHUSMH CO CTOPOHBI OKPYXAOIINX TKaHEH
[1, 2]. Tak, OuoMexaHHUECKOE COCTOSIHHE MSTKUX
TKaHeH y OOIEHBIX aXOHAPOIUTa3HeH COOTBETCTBYET
AQHAJIOTMYHBIM TOKa3aTesisiM 3J0POBBIX JIeTel ¢
paBHOU aymHON Tonenu [2, 3]. M3BecTHO, 4TO Ha-
CIEe[IOBaHHE OCYIIECTBIIIETCS 1O ayTOCOMHO—
JIOMUHAHTHOMY THILy, TO €CTb PHUCK POXXICHUS
6onpHOTO pedenka cocraBisieT S0—100% B 3aBuCH-
MOCTH OT reHoTtuna pojurenei [4]. IlpuuuHel,
BBI3bIBAIONINE M€HETHYECKHUE MYTalUH, 10 CUX HOp
OCTaIOTCSl HESICHBIMH, TIO3TOMY IMOBJIMATH Ha MATO-
reHe3 3a00JeBaHMs HE IPEICTaBISETCS BO3MOX-
HBIM [5]. B HacTosimiee BpeMsi OJHAM M3 HauOoee
MPUHATBIX METOJOB JICUEHHUs SIBISIETCS YAJIMHEHUE
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KOHEYHOCTeH C IMOMOIIBI0 ammapara Hmsaposa.
[Ipu KOppeKIuH ATMHEI CETMEHTOB HIDKHUX KOHEU-
HOCTEH MPEANOYTCHHE OTHAeTCS IePEKPECTHOMY
yIIMHEHHI0 Oefpa W TOJIEHH, KOTOPOE IMO3BOJIICT
COKpATHUTh ATAMTHOCTH JICUCHHS, COXPAHUTh AHTPO-
MOMETPUYECKHE TIPOTOPIIUA KOHEYHOCTEH M MO-
OMIBPHOCTH MAIMEHTOB B Ipoliecce JedeHus [6, 7].
CocTosiHHE TIPOKCHMAIBHOTO CETMEHTa B IpoIecce
VIJIMHEHHS W TIOCIIe CHATHS almapaTa BO MHOTOM
MpeloNnpeneNsseT BO3MOXKHOCTH JIOKOMOTOPHOT'O
ammapara B IIeJIOM, a TaKKe TaKTUKY HallbHEUIIEro
JICUCHMUS.

[ToaToMy LENbIO AAHHOTO HCCIENOBAaHUS SIBU-
JIOCh M3YYCHHUE BIMSHUS YIJIMHCHUS Oenpa Ha Io-
Ka3aTeNy IMOMEPEeYHON TBEPIAOCTH H COKPATHUTEIb-
HYI0 CIIOCOOHOCTH MBI Oepa 110 JICYCHUS U B
pa3IM9IHbIC IEPUOJIBI PEaOIUTAIIHH.
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MATEPUAJIBI U METObI UCCJIEAOBAHMA

O6cnemoBano 78 OONBHBIX aXOHAPOIDIA3HEH 10
JIedeHus, B MpoIiecce JICUSHHS M B pa3iIHdIHbIE CPO-
KH TIOCNIe CHATHUS ammapata. s yanmaeHus O6enpa
BCeM OOJNBHBIM MPOBOIMIN JABOHHYIO KOMITAKTOTO-
MHUIO OENpeHHOW KOCTH, IIEPHOJA TUCTPAKIUU U
(ukcamM B CpeIHEM COCTaBHJI COOTBETCTBEHHO
65+10 u 94+18 nueit, BenmuunHa yanuaeHus — 8—10
CM.

W3MepeHne MOMEPEYHONM TBEPAOCTH  MBIIII]
MPOU3BOJUIN C TOMOIIBID pa3pabOTaHHOTO B
BKHI] "BTO" muotroHomerpa [2] U OLEHUBAIN B
YCIOBHBIX enuHunax. [Ipubop BBIMOTHEH Ha 0ase
WHIUKATOpa mepemMenieHus yacooro tuma MY — 05
¢ nenoit menenus 0,01mm. OOGcnemoBaHME IIPOBO-
JTAIIOCH B COCTOSIHUH TIOJHOTO (PU3UYECKOTO TOKOS,
B TIOJOXCHHH OOJILHOTO JieKa Ha CIuHEe. MHOTO-
HOMETp OITyCKalll CTPOTO BEPTHKAIBHO HA HCCIIC-

JlyeMBIi y9acTOK IepeIHel moBepXHOCTH Oemipa.

COKpaTHUTENbHYI0  CIIOCOOHOCTH  MBIMII—
crubareneit u —pasrudaTeneil TOJCHH U3MEPSUIIH
C MOMOINBI0 AWHAMOMETPHUYECKOTO CTEHA,
ckoHcTpyupoBanaoro B PHI[ "BTO" [8]. Husa
YCTpaHEHHUs] IOTPEUIHOCTH, CBSI3aHHOW C pas-
JUYHON IJIMHOW TOJEHH, y KaXKIOro HalHeHTa
U3MEPSUIH PACCTOSHHE OT OCH KOJEHHOTO CycC-
TaBa I0 cepeauHbl peMeHHoro 3axpata (L), a
TaKke yroid B KOJIEHHOM cycTaBe. Bennmumny
pPa3BUBAEMOTO YCHIHS PETHCTPUPOBAIN C IIO-
MoIbl0 WHAMKaTopa. Ilpm pacuere MoMeHTa
cuibsl pasrubaTeneil TOJIEHM HCHOJIB30BAIHN
dopmyry: M=F-cos-(L-90). Pacuer momeHTa
CHUJIBI MBIIIII—CTHOATENCH TOMEHN TPOBOAMIIN IO
dopmyne: M=F-cos-(L-90).

PE3VIJIBTATBI UCCJIEJJOBAHN

Xopouio U3BECTHO, YTO €CTECTBEHHBIN POCT pe-
OeHKa COMPOBOXKIACTCA HE TOJBKO YBEIHMUYCHHEM
Macchl TKaHEW, HO U HUX KAa4ECTBEHHBIMM HU3MEHE-
Husivu [9]. JlaHHBIC 3THX U3MEHEHHH MOTIH ObI
CIY’>KMTb HHAMKAaTOPOM POCTOBBIX IIPOLECCOB U
MO3BOJIUTh CYAMTb O PE3EPBHBIX BO3MOXKHOCTSIX
pocta opranusma. C Harlelf TOUKU 3peHHs, oKa3a-
tenp ympyroctu (IIY) MeImim MokeT ameKBaTHO
OTpa)xkaTb COCTOSIHME MSTKHUX TKaHEH KOHEYHOCTEH
B Da3jIMYHbIE NEPUOJBI: IO JIEYEHMs, B IIPOLECCE
YAJIUHEHHUS U II0CJIE CHATUS alIapara.

IIpn uccnenoBanuu TPyl 340POBBIX JETEH
YCTaHOBJIEHO XapakTepHoe noseliienue I1Y nepen-
HEH rpynmsl MBI 6epa ¢ yBEIUYSHHEM BO3pacTa
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Puc.1. Jlunamuka mokaszarens YNPYrocTH IepenHen
TPYIITBl MBI Oefpa y 00C/IenyeMbIX 30pOBBIX pas-
HOTO BO3pacTa

Y OONBHBIX axOHAPOIUIA3WEH OTCTABaHHE B
pOCTe KOHEYHOCTEH CONPOBOXKIAIOCH 3HAYUTEIb-
HbIM OTcTaBaHueM [IY MbIII HMKHUX KOHEYHO-
CTell OT YpOBHS 3J0POBBIX CBEPCTHHKOB. Tak, y
obcenyembix 12—13 ner 3nauenue 1Y cocramisiio
38,7+7,54 (n=15) ycn. ex., uro Ha 43,5% MeHbIe
YPOBHSI 3JI0pPOBBIX CBEPCTHHKOB. BeposiTHO, Men-
neHHoe yBenuuenue [IY ompenensioch Takxke U
HU3KHM YPOBHEM JIOKOMOTOPHOW JBHUTraTEIbHOU
aKTUBHOCTH ITAIIUCHTOB.
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BaxxHbIM mOKa3areneMm, OTpaXKarollUM JAeecro-
COOHOCTh KOHEYHOCTEH, SIBIISIETCSI COKPATHUTENIbHAS
CHOCOOHOCTH MBIIII. Y CTaHOBJICHO, YTO y OOJBHBIX
aXOHJPOIUIa3Uell  COKpaTUTeNbHas CIOCOOHOCTh
MBI Oelpa HWKE YPOBHS 370POBBIX CBEPCTHH-
koB. Tak, OTCTaBaHME MaKCUMaJbHOTO MOMEHTa
cuibl (MMC) mblmn—pasrudareneid 1 —crudareneit
TOJIEHH B BO3pacTe 6—7 JIeT COCTaBJIsET COOTBETCT-
BeHHO 85% u 76%, a B 15-16 net — 70% u 72%.

ITocne ocTeoTOMUM JUCTPAKIMIO Y OeTel HauM-
Hayu Ha 4-5-i 1eHp ¢ TeMroM 1o 1 MM B CYTKH Ha
KaXXJ1I0M YpPOBHE. VYBenuueHne WM CHHKCHUE TEM-
OB JUCTPAKIUHU ONPEAESUIOCh C YUYETOM pEeHTTe-
HOJIOTHYECKOI KapTHHBI pereHepara.

HccnenoBanue mokasarens IMONEPEYHOH TBep-
JIOCTH MBI B TiepBble 20 THEH AUCTpaKIMK MOKa-
3a10, 4TO0 3HaueHue IIY nepenHell Ipynibl MBbIIIIL
Oenpa yBenmuuuBaiioch Ha 346% MO CpaBHEHHIO C
HUCXOJHBIM YPOBHEM, YTO, BCPOATHO, CBA3aHO C
MPHUPOCTOM THIpaTalMy TKaHeH KoHewyHocTel (00-
xBatr Oeapa yBenmuuBaics Ha 5 cMm). s gocTmxe-
HUA JIydIIUX PE3YyJIbTATOB YIJIMHCHHUSA MPOBOJUIIN
(hapMaKoJIOTHUECKYI0 KOPPEKIHUIO C UCTIOIB30BaHH-
eMm Oaxyadena. 3aMe4eHo, 9TO MPUMEHEHHE JaHHO-
TO IpenapaTa HECKOIBKO CHIKAJIO (HEHTpaIn3oBa-
JI0) MBIIIEYHOE HATSDKCHHWE, YMEHBIIAJO OOeBOH
CHHJIIPOM, CIIOCOOCTBOBAJIO NPOQHIAKTHKE KOH-
TPaKTyp KOJIEHHOTO U Ta300eIpeHHOro CycTaBoB. B
JlanbHENIIEM, 10 Mepe AUCTpaKUuM, npupoct IIY
Ha Oexpe mocturan 400% 1o CpaBHEHHIO C MICXOJ-
HBIM ypoBHeM. Ha KoHTpanarepalibHOM CerMeHTe,
IIpU YAJMHEHUU CMEXHOH ¢ HuM roisieny, I1Y me-
penHel Tpynmbl MBI Oefpa yBETUYHUBAIOCH OT
28% 1o 51% 1o CpaBHEHHUIO C UCXOAHBIM YPOBHEM
(puc.2). Tak, B mepuoa y[yIMHEHUs] Oeapa Mmokasa-
T€Jb IONEPEYHOM YIPYrOCTH MBI 3HAYUTEIBHO
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BO3pAacTacT, YTO MOXXHO OOBSCHUTH M3MECHCHUSIMU
pedIeKTOPHO—TOHNYIECKOTO HAIPSHKEHNS MBIIIL, a
TaK)X€ U3MEHEHUEM YPOBHS I'MIpaTaluu TKaHeu. B
npouecce GUKCANN AJS yIydIIeHUs HOABMKHOCTH
MBIIII—-aHTaraHUCTOB,  YBEIMYEHHUS AaMILIMTY.bI
JBIDKCHUSI CYCTaBOB IPOBOJIWIM OCBOOOXKICHHUE
MPOMEKYTOYHOTO (parMenTra ot cnui. 1Y mepen-
HEW IPYNIBI MBI yUIMHEHHOTO Oelpa B MEPHOX
¢uKcaM  OCTaBaJICsT  JOCTATOYHO  BBICOKHM
(183+8,75 y.e.), 4TO CBsI3aHO C OCTAIOIIUMCS I1O-
BBIIICHHBIM HaNps KEHUEM pacTsHKEHUS TKaHel u
YBEJIMYCHHOM uX rujparaunuei. IIpu 3tom npunu-
MaJoch BO BHUMAaHHE, YTO B HEKOTOPBIX CIIydasx
MOT' UMETh MECTO apTe()aKT, CBS3aHHBIN C BIIMSIHU-
eM Mo IeKaIeii OeIPeHHOM KOCTH.

Yepes MecsI] Mocie CHATHUA ammapara MalueH-
TaM PpEKOMEHIOBAaHO IOCTENEHHOE YBEJINYEHUE
HArpy3Kd Ha HIDKHHE KOHCYHOCTH, JIe4eOHbIC Me-
pompusatus (Maccax, JIOK).
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Puc. 2. JluHamuka mokasateis YHNPYrocTd IepenHen
rpymIsl Ml Genpa y OONBHBIX aXOHAPOIUIA3HeH B
HpoLecce IeYCHUs

B Ommxkaiimme 3—4 Mecsia mociie CHATHS ara-
pata Wnuzaposa IIY mnepemgHeil rpynmbl MBI
Oenpa cocraBmsn 716,06 ycn.en, Ha KOHTpamarte-
panbHOM Oenpe — Ha 10% wmeHbIe. B otnaneHHbie
CpoKu Tocie cHATH ammaparta (1,5-2 roga) mpowuc-
XOJWIIO JajibHEHIee CHIDKEHHE IMoKa3aTelsl ympy-
TOCTH TIepeJHeH TpyNnmbel MBI Oeapa C Imocie-
Iyromed ero crabwimsamueid Ha ypoHe 49+5,8
yCcI.ell. Ha yIUTMHEHHOM Oenpe (TPHPOCT Ha Kax-
el 1 cM y[UIMHEHHST COOTBETCTBOBAN TAKOBOMY Y
3IOPOBBIX JeTell B IMpOIecce eCTECTBEHHOTO POC-
Ta).

JuHaMoMeTpUYecKre M3MEPEHUs MPOBOAWINA B
Ommkaliiie ¥ B OTHAJICHHBIE CPOKU TOCIE CHATHS
anmapara ¢ Oenpa. Tak, yepe3 4—8 MmecsIeB cokpa-
TUTENbHAs ~ CIIOCOOHOCTh  MBIMII—pa3rudareneit
rojieHu coctapisia 72%, a crudarenet — 83% oT
YPOBH:I [TOKa3aTesel HeyJIMHEHHOTo Oerpa.

UYepes rox u Oosee mociie CHATHS anmapara c
Oeapa cokpaTuTenbHas CIIOCOOHOCTH IepeaHer
TpyNIbl MBI BOCCTaHaBIMBanachk oT 95% 1o

100%, a 3amgusas ot 78% no 81% oT 3HaYeHMI WH-
TaKTHOTO (HEYIUIMHEHHOTo cermMeHTra). Hambomee
OMarompUATHBIM JUII BOCCTAHOBIICHHUSI COKpPAaTH-
TENBHOW CIIOCOOHOCTH MBI Oenmpa y oOciemye-
MBIX MY’KCKOTO TIOJIa OKaszaiyicsi Bozpact 11-13 mer,
COBIIATAIONINH C TIperryOepTaTHBIM IEePHOAOM POC-
Ta.

Heo0xoqumMo OTMETHTh, YTO Ha BOCCTaHOBIIE-
HHE COKPAaTUTEIHHON CHOCOOHOCTH 3HAYHTEIIFHOE
BIMSHHE OKAa3bIBACT BEIMYMHA YAJIMHEHHUS. Tak,
COKpaTHTENbHAsA CIIOCOOHOCTH MBI~
pasrubarerneii mocie yanuHeHus 6enpa Ha 24—-26%
cocraisiia 1,00+0,15 H-M/Kr, 4TO NpaKTHUECKU HE
OTIIMYAJIIOCh OT YPOBHSA HEYMIMHEHHOrOo Oempa
(1,04+0,1 H-m/kr cootBeTcTBeHHO). [locie ymim-
HeHust Oenpa Ha 29-33% cokpaTurenbHas crocoo-
HOCTh MBIIIII—pa3rudaTeNieil MpeBbhIiana YpOBCHb
HEYyJUIMHEHHOTO cerMeHTa Ha 24%. 3nauenne MMC
MBIIII-CTHOATENICH TOJICHH HE OTIMYANNCh Ha YI-
JIMHEHHOM U MHTAaKTHOM CEIMCHTaX.

Yamuaenue Oenpa Ha Oopie BennauHBI (40—
50% OT IIMHBI HHTAKTHOTO) BBI3BIBAJTIO OOJIee MeI-
JICHHOE BOCCTaHOBJICHHE COKPATHTEIBLHOW CIIOCO0-
HOCTH MBIIIII—CTUOaTeNel u —pasrudareneii roie-
HH: 60% 1 86% COOTBETCTBEHHO.

[Ipu OompmMX BeIWYMHAX YUTMHEHHUS, KOTIa
mmHa Oexpa mocturaer 30 cM m Oornee, OIEHUTH
YPOBECHb BOCCTAHOBJICHHUS B CPaBHEHUH C HEJICUCH-
HBIMH CBEPCTHHKAMH HEBO3MOXKHO H3-32 OTCYTCT-
B y HUX AHAJOTHYHBIX IPOIOIBHBIX pPa3MEpoOB
cermMeHTOB. CpenHss BelIHYWHA yUIMHCHHS Oempa
cocrasuia 9,3+0,34 (cm). Ipu stom y mereir 8—10
JeT KOHeuHas JanuHa Oenmpa nocturia 28,5+1,4 (3to
Ha 35% Oomnpine, yeM y OONBHBIX 110 JICUCHUS).
ITocne neuenuss mamueHtoB 11-13 jeTr KoHeuHas
nnuHa 6eapa paBHsiachk 30,9+0,09 oM, uro Ha 32%
6oJbIIIe, YeM 10 YAJIHHEHHS.

Takum oOpazom, mocie yIIMHEHUs Oeapa oT-
Meyasoch ysenuueHue IIY  nepenneit rpynmsl
MBI Oepa ¢ mocienyrone ero crabunm3anuen
Ha YpOBHE, IPEBbIIIAIONIEM UCXOIHbIH Ha 38—43%.
CoxkpatutenbHas COCOOHOCTh TeperHed U 3agHen
TPyl MBI Oeapa BOCCTaHABIMBAJIACH HA JOC-
TaTOYHO BBICOKOM YPOBHE U 3aBHCEJa OT BEITMUHNHBI
YAJIUHEHHS, CPOKOB peabunurtanuu. Bee 310 sBIs-
JIOCHh TIOJIOKUTENBHON TMPEANOCHIIKON sl TIPOBE-
JICHUs JalbHEWIed KOPPEeKIMH pPocTa y OOJIBHBIX
axOHIpOIUIa3ueH.
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AQHAJIOTOB B MHUPOBOW MEAUIIMHE TaKTHKO-TEXHOJOTHYECKHE MPHUHIUIBI PEKOHCTPYKIUH OEpLOBBIX KOCTEH, IMO-
BBINIAIOIINE OTIOPOCIIOCOOHOCTh M (PYHKIIMOHAILHBIE BO3MOKHOCTH HUKHEW KOHeUHOCTH. [IpuBenéHHbIC TEXHU-
YECKHC CBCACHUSA MOMOTYT XUPYPTY NPUHUMATL ONTHUMAJbHBIC PCUICHUSA B peaGI/IHI/ITaHI/II/I IIAIIMEHTOB U IIOATIO-
TOBKE KOHEYHOCTHU PAIMOHAJIBHOMY MPOTE3NUPOBAHUIO. AHanmn3 BO3MOKHBIX TEXHOJIOTHUYECKHX OHII/I6OK, u CBA-
3aHHBIX ¢ HUMH JIEYEOHBIX OCJ'IO)KHCHI/II\/'I, HUMECT BAXXHOC 3HAYCHUEC JIJIA MPAKTUKYIOMICTO Bpaya.

IIpencraBieHHbIE B KHUTE NAPAKIMHUYECKUE UCCIIENOBAHMS JAIOT BO3MOXHOCTh KIMHHULIUCTY IPENCTAaBUTh Ts-
KECTh Pa3BUBAIOIINXCS IPH IOPOKE BTOPUIHBIX (QYHKIIMOHATIBHBIX M aHATOMUYECKUX PACCTPONUCTB.

[IpuBenéunbIe pe3ynbTaTH JIEICHUS I0 MeToanKaM Poccuiickoro HaygHoro neHTpa «BTO» nm. akan. I'.A. V-
3apoBa JAlOT BO3MOYKHOCTH OLEHHUTh WX 3((PEeKTHBHOCTH B CpPaBHEHHM C TPATUIMOHHBIMH XHPYPTHUIECKUMH
MOJIX0/IaMH B PEIICHUH TaHHOM MPOOIEMBI.

Kaura WUTIOCTPUPOBAHA CXEMaMH OCTCOCHMHTE3a, KIIMHUYCCKUMHU TpHUMEpaMu, CHOCO6CTBy}OHII/IMI/I YCBOCHHUIO
MPEACTABJICHHOIO MaTepuraa.

MomHorpadus paccunTaHa Ha IIMPOKHUN KPYT XUPYPTroOB, OPTOIEOB U IEHATPOB.
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