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Use of pharmacological correction during limb lengthening in
patients with achondroplasia
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Poccuiickuii HayuHsblii 11eHTp "BoccranoBuTenbHas TpaBMaToslorus 1 oproneaua” um. akajgemuka I'. A. Mnusaposa, 1. Kypran
(TeHepabHbIN JUPEKTOP — 3aCTy)KEHHBIIT Aesrenpb Haykn PO, uneH-koppecnionaenT PAMH, a.m 1., mpodeccop B.U. 1lleBuos)

B crarbe npuBoAsATCS HaHHBIE BIUSIHHS (hapMaKOJIOTHYECKHX CPEACTB Ha IOKa3aTelb YHPYTOCTH MBI Y 32 GOJBHBIX
axoHJporuiasueil npu yaiuHenun Gexpa. IlopuepkHyto, 4to mpuMeHeHue mpernapara Baclofen ymewbumno npupoct
YIPYTOCTH MBIIIIL], TIOBBICHIIO IIOPOT 00JIEBOI YyBCTBUTEIBHOCTH, YTO ITO3BOJIMIIO OOJIETYUTh HEPUO JHUCTPAKIIHL.

KiroueBble crioBa: axOHAPOINIA3KS, yUIMHEHHE, YPECKOCTHBIN OCTEOCHHTE3, IOKa3aTeNb YIPYrocTH MBI, (hapMaKoJIOTH-

4eckas KOPPeKIHs.

The data are presented in the work concerning the effect of pharmacological agents on the elasticity index in 32 patients
with achondroplasia during femur lengthening. It is emphasized, that Baclofen use reduces musculer elasticity increase,
raises the threshold of pain appreciation, thereby allowing to facilitate the period of distraction.

Keywords: achondroplasia, lengthening, transosseous osteosynthesis, elasticity index, pharmacological correction.

Meron YPECKOCTHOTO KOMIIPECCUOHHO-
JIICTPAKI[MOHHOTO OCTEOCHHTE3a, pa3padOTaHHbIH
I'.A. nu3apoBeIM, BIIEpBbIE B HCTOPUU OPTOTIEANU
MO3BOJMII KOMIUIEKCHO PEIINTH NMPOoOsieMy yIUInHe-
HUSl KOHEYHOCTeH Yy OOJBHBIX aXOHIPOIIIa3HeH,
co371aBasi ONTUMAIbHBIE YCIIOBHUS I PETreHepaIuy
HE TOJIbKO KOCTHOM, HO M BCEX TKaHEH yIJIUHIEMON
KOHeuHOCTH [1].

OnTuManbHble YCIOBUS pEreHepauuu KOCTH U
(hYHKIIMOHATILHOTO BOCCTAHOBJICHHS BCEX CTPYKTYP
HIDKHEH KOHEYHOCTH OOYCIIOBIICHBI TPEXKIE BCETO
HAJIC)KHOHM (puKcanuell KOCTHBIX OTIIOMKOB Ha JIfO-
OOM ydJacTke KOHEYHOCTH, Majloil TpaBMaTHYHO-
CTBIO ONIEPATUBHOTO BMEIIATENLCTBA, COXPAHEHUEM
KPOBOCHAOXKEHUS  (DparMeHTOB,  ONTUMAIIbHBIM
TEMIIOM M PUTMOM JTUCTPAKIIMH, BOCCTAHOBJICHHEM
paHHEH (YHKIMOHATBHON HATPY3KH KOHEYHOCTH B
IpoIiecce yAIMHEHUs, YTO ITO3BOJIIET COBMEIIATh
nepuoj JedeHUs W peaOwmmranmu [2]. Bee atm

(hakTOpBI TECHO B3aUMOCBS3aHBI, U IIPEeHEOPEIKCHHE
WIM HEIOCTaTOYHOE BHUMAaHWE K OJHOMY W3 HHX
YBEIMUMBAET CPOKH JICUCHHS, YXYIIIAeT €ro pe-
3yabTar. [Iporecc yBenmuueHHUs AJTUHBI CETMEHTOB
HEM30€)KHO CBSI3aH C OMNPEIEICHHBIMH OCJIOXKHE-
HUSIMH, OJJHAKO KIMHUYECKHUH OMBIT, HAKOTUIEHHBIN
PHIl «BTO», mnoCTOSHHOE COBEPILEHCTBOBAaHUE
METOJMK ONICPATHBHOTO JICUCHHS MO3BOJSIOT CHU-
3UTh BEPOSITHOCTH TIOSBJICHUS HEKOTOPHIX M3 HHX.
Tak, yanuHeHHE KOHEYHOCTH HEHM30eKHO COMpO-
BOXKJIACTCSl YBEIMUSHUEM TOKa3aTessl YIPYTroCTH €€
MBI [3], 9TO 3aTpyAHSIET NPOLECC TUCTPAKLIUU U
BEJIET K TOSBIEHUIO BTOPUYHBIX KOHTPAKTYp CyC-
TaBOB.

IlosToMy HeJIbI0 TaHHOTO HCCJENOBAHUS SBU-
Jlach OIIEHKA WCIIOJB30BaHUS (HapMaKOJIOTHUICCKUX
MpenapaToB, BIUSIONINX HA COCTOSHHUE MOKa3aTems
YOPYTOCTH MATKUX TKaHel (3asBKa Ha M300peTeHne
Ne 97116344) [4].

MATEPHAJI 1 METO/IbI UCCJIE[JOBAHW S

O6cnenoBano 32 OONBHBIX aXOHAPOIUIA3UEN JI0
JICUCHUsI, B TPOLECCEe YIJIUHCHUS U B Pa3INYHEIC
CPOKH IIOCIIC CHATHS arapara.

Juis yanmuHeHus BceM OOJNBHBIM TIOCIE aHEeCTe-
3Ud U 00pabOTKH ONEpaIlMOHHOTO MOJs, Ha Oeapo
MPOM3BOJIMIIN HAJIOKEHHWE ammapaTta Immsaposa,
IPA 3TOM YPECKOCTHO MPEPEKPECTHO MPOBOIUIH
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HE0OX0ANMOE KOJIMUECTBO (PHKCHUPYIONMX cnull. B
HaTSHYTOM COCTOSIHMM CIIMIIBI KpENWJIM Ha ycTa-
HABJIMBAa€MbIX Ha COOTBETCTBYIOLIEM YpPOBHE OIO-
pax ammapara, KOTOpbIE COEAMHSIH MEXAy CO00H
pe3bOoBbIMU  cTepxHAMHU. [Ipn HeoOxommmocTn
yCTpaHEeHusl COmyTCTByomeld nedopmannu cer-
MEHTa B KOMIIOHOBKE ammapaTa HCIOIb30BaIH
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HIAPHUPHBIE Y3TIbI.

DapMaKoJIOrHYeCKyl0 KOPPEKLHUIO OCYHIECTB-
JISITH ¢ TIOMOIIIBIO mperapaTa Baclofen.

Temn nucTtpakuuu BapbupoBai B npeaenax 0,5-
1,0 MM B CyTKM Ha Ka)XIOM U3 YPOBHEH KOPTHKO-
TOMHH.

Ha 35+8 nenp aucTpakiuu, KOrja BeTHYMHA
yanuHeHus Oempa cymmapHO coctasiser 6,0-8,0
CM, TIOSIBISUTHCH TIPU3HAKU MEPEpacTSHKEHUS MSAT-
KUX TKAaHEW YJUIMHAEMON KOHEYHOCTH, KOTOpBIE
BBIPA)KaIUCh B HEKOTOPOM OI'paHUUEHHUH JBIKECHUH
B KOJICHHOM CYCTaB€, MOBBIIIEHUH MBIIIEUYHOTO
ToHyca. boybHBIM Ha3HaYMIM Kypc npenapata Bac-
lofen mo cxeme: HaumMHas ¢ 036l 5 MT, TPH pa3a B
CYTKH, 3aT€M KaxkJ(ple TpU IHS J03y yBEJIUUHMBAIH
Ha 5 MT' 10 JOCTIDKEHUS CYTOYHOM TO3HUPOBKH 35-
45 wmr. [lepron AuCTpakIuy MPOJOIDKAICA B Cpel-

HeM 64,4 nmHs, nepuoa Gpukcanuu — B cpegHeM 77,7
JIHEH, a TOCTUI'HYTOE YAJIMHEHUE B CPEJHEM COCTa-
Buio 9,55 cm. CHmKeHHEe IO3UPOBKH IIperapara
OCYIIECTBIISUIOCH TTOCTETIEHHO, B 0OpaTHOM mocie-
JIOBaTEIbHOCTH.

W3mepeHune mnonepeyHoll TBEPAOCTH  MBIIIL]
MIPOM3BOMIIOCHE C TIOMOINBIO pa3paboOTaHHOIO B
PHI] "BTO" wmoronomerpa (B.A. Ilypos,
b.1. Kyapun, 1981) u oueHuBanoch B YCIOBHBIX
enuHuLax. [IpuOop BeINoMHEH Ha 0a3e MHAMKATOPA
nepemelneHus yacoporo tuna MY-05 ¢ neHoit ne-
nenus 0,01mMm. OOmias Macca muoToHOMeTpa 250
T, IMaMeTp MPWKUMHOTO crakaHa 20 MM, ITOJBHX-
HOTO LITOKA - 5 MM, JUTMHA CBOOOHOTO XO/a IITO-
Ka - 4,35 MM. B coCTOSHIM TOJTHOTO (PU3MYECKOTO
MIOKOSI IPHOOP OITyCKaIM CTPOrO BEPTHKAIBHO Ha
OPIOIIKO YeTHIPEXTIABON MBIIIIIEI Oepa.

PE3VJIbTATHI UCCJIEJOBAHUI

Y GOJBHBIX A0 JEUCHUS MOKa3aTelb yIPYTrocTH
(ITY) mepemHelt rpynmbl MBI Oelpa COCTaBISI
3849,5 yci. en. B mporiecce quCTpaKIUy MPOUCXO-
JIUT YBEIWYEHHE HANPSKCHUS PACTSDKCHHS BCEX
TKaHEeH yUIMHAEMOTO CETMEHTa, HOSBIIIOTCS MPH-
3HaKu oTeka — 110 2-2,5 cMm. B pesynbpraTte nokasa-
tens ynpyroctd (ITY) MpIII 3HAYUTETHHO yBEIH-
YMBAJICS MOYTH B MATH pa3. [logBnAINCh MpU3HAKU
pacTshKeHUs MSATKMX TKaHEH: orpaHudeHHue MOJ-
BIDKHOCTH B cycTaBax Ha 20-25 rpaaycoB, HOBBI-
menue 1Y, TaHymme 00nM, YTO BIOCIEACTBHU
MIPUBOJMIIO K BTOPUYIHBIM KOHTPAKTypaM CyCTaBOB.

HawnGounbiine 3aTpyaHeHNs] HAYMHAINUCH Ha 35-
40 nenp nuctpakuuu, korga IIY pocruran 220
yca.ea. IMeHHO Ha 3TOM cpoke OOJIbHBIM Ha3Hada-
71 TpoBefieHne (papMaKoIOTHIECKOH KOPPEKIHH C
nomotusto Baclofen.

B pesynbrate B rpymie OONBHBIX, IMOTYYaBIINX
Baclofen, ormeuanocs camwkenue ITY Ha BceM mpo-
TSOKEHUH AucTpakuuu Ha 15-20 % mo cpaBHEHHIO C
KOHTPOJbHOH Tpymmno# (puc. 1). IIponecc aucrpax-
IIUH TIPOJOJDKAJICS B OOBIYHOM TeMmIle, 6e3 OCTaHo-
BOK, W, 10 JOCTHXEHHH HEOOXOANMOMN BETUYHHBI
YAJHHEHUS, anmapaT MEepeBOJMIM B PEXHUM CTa-
OmTBHOM UKCanu.
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Puc. 1. JluHaMuka mnokaszartensi YNIPYroCcTH IepenHen
TPYIIBI MBI Oepa B MpoLecce TUCTPAKIUU U (HUK-
CaluH.

K xoHIy mepmoga AMCTpakiuu ¥ Hadany (UK-
cammu I1Y nmocreneHHo CHUXKaNCA Kak B KOHTPOJIb-
HOH, TaK M B ONBITHOI IpyINax COOTBETCTBEHHO.
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OmHOBpPEMEHHO, C MEPEX0A0M K 3Tamy (UKCAIUH,
JIO3UPOBKY IpernapaTa pellakCaHTa IOCTENEHHO
CHIDKAJIH.

CraOuipHYIO (HUKCAMIO B ammapaTe IOAIep-
JKUBAITA JI0 TIOJIHOW TEpecTpoiku chopMupoBaH-
HBIX YYaCTKOB PEreHepaToB B 3pPENyl KOCTHYIO
TKaHb. J[OMOJHUTENFHON HMMOOMIN3AIMH KOHEY-
HOCTH IMOCJIC JCMOHTaka ammapara He TpeOoBa-
JIOCh.

Knunndeckuii mpuMep MpakTHYECKOTO MpUMe-
HEHUS PEJIaKCaHTOB.

bonpHasts A., 13 ner, noctynuia B KIMHHUKY
PHII «BTO» ¢ nuarHo3om: axOHAPOIUIA3Hs, HU3-
KM pocr.

Juis yBenmdeHHs pocta OONBEHOW MBI IPUMCHH-
JIM METOJUKY OMIIOKAIEHOTO OCTEOCHHTE3a amiapa-
tom MnmuzapoBa. B xone omeparun Ha O6eapo Hao-
KUy anmapar nusaposa, ¢ ¢ukcaiueil ero npo-
KCUMaJIbHOM, cpeHel M JUCTalbHOW Tperen upe-
CKOCTHO TIPOBEICHHBIMH CTHIIaMU. Bcenes 3a atum
BBINOJIHIIIN JTBOMHYIO KOPTUKOTOMHIO OeIpeHHOU
KOCTA M TOCJEe KOHTPOJILHOW pPEHTreHOrpaduu u
VIIMBAHUS PaH CHCTEMBI ammapara cTa0uIn3upoBa-
mi. B mocneonepalluoHHOM nepuoje, HAUMHAS C
MATOTO JIHS, BBINOJHSUIM JO3UPOBAHHYIO JHUCTPAK-
[UIO BBIICTICHHBIX ()ParMEHTOB C TEMIIOM IMM B
CYTKHM Ha KaxJoM u3 ypoBHeil. Ha 35 nenp auct-
pakIuy, KOTJa BeIWYWHA YIUIMHEHUS Oelpa CyM-
MapHo coctaBuna 7,0 cM, TOSBHIMCH TPHU3HAKU
TepepacTsEHNUd MATKUX TKaHEH YIJIMHAEMOW KO-
HEYHOCTH, KOTOPHIE BBIPAKAIMCH B HEKOTOPOM
OTpaHWYEHUHN JBWKCHWHA B KOJEHHOM CYCTaBe Ha
20-25 rpaaycoB, MOBBIIIEHUH MBILIIEYHOTO TOHYCA.
BonsHoO# HazHaumim Kypc npemapara Baclofen mo
cXeMme: HayuHasi C JI03bl 5 MTI, TpU pa3a B CYTKH,
3aTeM KaXKJlble TPU JHs 103y YBEJIMYUBAIU HA 5 MT,
JI0 TOCTHXKEHUSI CYTOYHOU TO3UPOBKU 35MT.

B Teuenue Bcero mepuoja NMpUMEHEHHs Ipera-
para ymiMHeHHE Oeapa TPOJODKATU MO IMPEAJIo-
>keHHOH cxeme. [Ipu 3ToM oTMeuan BOCCTaHOBIIE-



HUC aMIUIMTY/ABI IBM)KCHHUH CYCTaBOB IPU OTCYTCT-
BUM TUNEpToHyca MbIm. OOInas BeIWMYHHA YITU-
HeHms coctaBmwia 10 cm. C mepexomoM K HEepHOay
(ukcanmy, oO0mas MPOJOIHKUTEIHPHOCTE KOTOPOTO
coctaBuina 87 THEH, OCYIIECTBISIIOCH MTOCTETICHHOE
CHIDKCHHUE JIO3MPOBKH IIperiapaTa pejlakcaHTa, KOTo-
poe MIPUBOIMIN B OOPATHOH ITOCIIEI0BATEIIHHOCTH.
ITocne memoHTaka ammapara OoNbHas IPOILIA
Tpexuenenbupiii kype JIOK. Ha MoMeHT BeImucku
XOJIWa C TIOJMHOW Harpy3Kol Ha OMEPUPOBAHHYIO
KOHE4YHOCTh. Yepes 1,5 Mecsiua IBUKEHHS B KOJIEH-
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HOM CYCTaBe B MOJHOM oObeme. [0 aHaOrUYHOM
METO/MKE OBUIO IPOBEICHO YIUIMHEHUE JIEBOTO
Oempa m obenx rojenedd. B pesymprare neueHHs
poct OompHON yBenmueH Ha 35 cM. OrpaHudeHue
MTOIBIYKHOCTH B CYCTaBax He oTMedand (puc. 2, 3).

B cpaBHUBaeMoii rpymme OONBHBIX, NMPH YIUIH-
HEHHMHU Oelpa Ha aHAJOTUYHYIO BEIUYUHY, TPaaH-
LMOHHBIM OCJIO)KHEHHEM OBIIIO Pa3BUTHE KOHTpaK-
TYp KOJICHHOTO CyCTaBa, YTO TpeOOBaJlo MpoBeje-
HUS JUIMTEJBHBIX PEeaOMIMTAllMOHHBIX MEpOIpHUsi-
THH.

154

Puc. 3. ®oto GonbHOI A.: HYHKIHS Ta300eIPEHHBIX U KOJIEHHBIX CYCTaBOB 10 U MOCIIE JICICHHUS.

BbIBO/IbI

Takum 00pa3om, npuMeHeHue (hapMaKoIoruye-
CKOM KOpPPEKIMH 3alIUTHOTO MBIIIEYHOTO HAaIps-
JKeHUS YMEHBIIWJIO TPUPOCT YHIPYTOCTH MBIIIII,
MOBBICHJIO TIOPOT OOJIEBOH YYBCTBUTEIHHOCTH, ITO-
3BOJIMJIO OOJIETYUTH JUCTPAKITHIO.

Hcnonp3oBanue criocoba MO3BOJIMIIO YITYUIIUTh
aHaTOMO-(YHKIMOHAIBHBIC PE3YJIbTAThl yJUINHE-
HUs Oelpa 3a CYET MNPEIyNPESKICHUS Pa3BUTHS
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BTOPHYHBIX KOHTPAKTyp CYCTaBOB, CHH3HTH YacTO-
Ty 3TOTO OCJOXHEHHs 10 3,85% u cokpaTtuth 00-
M€ CPOKH MEIUIIMHCKONW peadrIuTalluy.

OnpiT  UCTONIB30BaHKUsI  (APMaKOJIOTHIECKON
KOpPpEeKLMH NpU yAJIMHEHUM KoHeuyHoctedl B PHIL
«BTO» mokazan TocTaTOYHO BBICOKYIO ero 3ddek-
TUBHOCTb.



['enuit Opronenuu Ne 1, 2002 r.

JINTEPATYPA

1. PeaOunuranus mroneit ¢ HuskuM pocrom: ITocobue mis Bpaueit / PHI “BTO” um. akan. I'.A. Wnusaposa; Cocr.: A.B. ITonkos, B.B.
Cangun, K.W1. HoBukos, A.A. lllykun. - Kypran, 1998. — 21 c.

2. VYumHenue Oexpa mocie 4acTUYHAH KopTHKOTOMHH 1o Mmm3apoBy y mered u moapocTkoB: Mertoqudeckue pekomennanun / BKHIL
“BTO”; Cocr.: I''A. Mnu3zapos, A.A. Uunusy6os, C.I'. JlaBpenTbeBa. - Kypran 1987. —32 c.

3. Menmukosa T.M. OyHKIMOHATEHOE COCTOSHHE ONOPHO-ABHUTATENBHOTO ammapara y AeTed NpH HapyIIEHHOM €CTECTBEHHOM pOCTe:
Astoped. muc...kaHa. 6uomn. Hayk. — Yensounck, 1997. - 20c.

4. 3asska Ha uzoopererue Ne 97116344 «Crocob yainuHeHHs: KOHeYHOCTH, AaTa npuoputera ot 01.10.97. B.1. llesuos, K.M. HoBukos.

Pykormucs nocrymmna 22.03.01.

[Mpegnaraem BallemMy BHUMAHMUIO

DEFECTS V.l. Shevtsov, V.D. Makushin, L.M. Kuftyrev

OF THE
LOWER LIMB

SO DEFECTS OF THE LOWER LIMB BONES

Treatment Based on llizarov Techniques

Treatment Based on llizarov Techniques

V. D. Makushin
L. M. Kuftyrev

Kurgan, 2000, - 684 p.

M B.I. CHURCHILL LIVINGSTONE

The book is devoted to the problem of treatment of patients with defects of the lower limb bones. It covers the
modern transosseus osteosynthesis technology with the application of the Ilizarov apparatus.

Salient Features

* This is the first book to study in depth the problem of treatment of patients with defects of the lower limb
bones based on the multi-factor analysis.

« Rates and rhythms of transposition of bone fragments are substantiated biomechanically, as well as ways of
reducing soft tissues traumatization with wires and judicious reconstruction of bone segments.

» Unique data about tactical and technical principles of osteosynthesis, contained in the book, will allow a
surgeon to come to optimal decisions in the process of treatment of patients with a complex of anatomic-and-
functional changes, accompanying a disease.

« A detailed analysis of possible processing mistakes, leading to various complications of therapeutic process,
measures of their prevention and treatment will be of particular importance to a physician.

« A large number of diagrams and photographs have been used to illustrate osteosynthesis techniques.

* The book is the outcome of the authors' 30 years experience in the treatment of patients, using the techniques
of transosseous osteosynthesis with the Ilizarov apparatus.
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