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Hoeble npogunakmuyeckue Mmepornpussmusi OCJ/I0XXHeHUl e npouyecce
yOnuHeHus1 KOoHe4YHocmel y 60JsIbHbIX axoHOponna3ueu

K.U. HoBukos, T.U. MenmukoBa, A.M. Apanosu4, H.B. CazonoBa

New preventive measures against the complications of limb
lengthening in patients with achondroplasia

K.I. Novikov, T.l. Menshchikova, A.M. Aranovich, N.V. Sazonova

T'ocynapcTBeHHOE yupexkieHHe HayKH
Poccuiickuii HayuHblii 1IeHTp "BoccranoBuTenbHas TpaBMaTosiorus v oproneaua” um. akagemuka I'. A. Mnusaposa, . Kypran
(reHepanbHbIi JUPEKTOP — 3aCIIy)KEHHBbIH fesTens Hayku PO, unen-koppecnionnent PAMH, n.m.1., npodeccop B.U. 11leB1oB)

B craTthe nana oneHka npuMeHeHNs npodunakTudeckux cpencts (Baclofen u I'BO) it yMeHbIICHNUS yIPYrOCTH MBIIII X

yIydIlleHHs KpOBOOOPAILEHHs HUJKHUX KOHEUHOCTEH.

KiroueBsie ciioBa: axoHJpoIutasusd, YIIMHEHUE, ‘IpeCKOCTHLIﬁ OCTCOCHHTE3, FBO, (bapMaKOJ'[OFPI‘{eCKa}I KOppeKuus.

Use of preventive means (Baclofen and HBO) for muscular elasticity reduction and improvement of the lower limb

circulation has been assessed in the work.

Keywords: achondroplasia, lengthening, transosseous osteosynthesis, HBO, pharmacological correction.

B mHacrosimee BpeMsi omepaTHBHOE YIJIUHEHUE
CEerMEHTOB KOHEYHOCTEH y OOJBHBIX axXOHJpOIIa-
3Meld  MPOBOMAT  METOJAOM  KOMIIPECCHOHHO-
JUCTPAKIIMOHHOTO OCTEOCHHTE3a armaparom Miu-
3apoBa [1, 2]. MeToa mo3BOJSIET KOMILJIEKCHO pe-
[I1aTh 3Ty MpoOJeMy, co3/aBasi ONTHUMAJbHBIC YCIIO-
BUS Ul pEreHepalud BCeX TKaHEHW YIIHMHIEMOW
KoHeuHOCTH [3, 4]. OH o0nmajaeT MpenMyIIecTBa-
MHU: HaJEeKHOH (UKcanuedl KOCTHBIX OTJIOMKOB,
MaJIO TpaBMaTHYHOCTBIO, pPaHHEH ()yHKIIHOHAIB-
HOW Harpy3koil Ha KOHEYHOCTh B MpOIecCe YIIH-
HEHHS U MO3BOJIIET COBMEMIATh MEPUO JICYCHUS H
peabunutanmu [5, 6]. B mporecce nedeHus 00Jb-

HBIX BO3HHMKAIOT TPYJAHOCTH, KOTOPBIE MOXHO H3-
OexxaTh Onaromapsi COBEPIIEHCTBOBAHHIO METOJUK
OTIEPATUBHOIO JICUCHHS ¥ TIPOBOAUMBIM NPOpHUIIaK-
TAYECKUM MEPOINPUATHAM, B YaCTHOCTH, IIPUMEHE-
HUIO (PapMaKOJOTHYSCKONH KOPPEKIMH, HCIOJb30-
BaHMIO METOJa THUIEepOapHuecKoil OKCHUTEHAIH
(T'BO) [7, 8].

[enpio IaHHOTO MCCIEIOBAHHUS SBUIIACH OIIEHKA
JIOTIOJTHUTENBHBIX MPOPHUIAKTUUECKHX CPEJACTB U
BIMSHHE TOCIEJHMUX HA COCTOSIHUE YIPYrOCTH
MBIl W HepUPEPUIECKOr0  KPOBOOOpAIICHUs
HIDKHUX KOHEYHOCTEH B MPOIecce JeYCHUSL.

MATEPUAJI U METOAbI UCCJIEAOBAHUA

OO6cnenoBaHo TPH TPyNIbl OOJBHBIX AXOHIPO-
IUTa3uedl Ha pasHbIX dTamax jedeHus. B | rpymme
BCE TMAIMEHTHl MONMydaad (PapMaKoJIOTHIECKYIO
koppexkmmio (N=11). Ee ocymecTBIsuM ¢ MOMOIIBIO
npenapara-peiakcanra «Baclofen» ¢ 35-40 nus
JUCTPAKINK, KOTJa BEIWMYMHA YIJIMHEHUs Oermpa
cyMmMapHo coctasisina 7,0 cm. Kypc npoBoaunu no
CXeMe: HAUMHAIM C JI03Bl 5 MTI' TPpU pa3a B CYTKH,
3aTeM KaX<Jble TPH JIHS YBEJIMYMBAIN HA 5 MT, JIO
JIOCTH>KEHHSI CyTOUYHOM JO03MPOBKU B mpepaenax 35-
45 mr. CHMXeHue TO3MPOBKH MpenapaTa OCyILEeCT-
BJISIJIM TIOCTEIIEHHO, B 00OpaTHOI MOCIe10BaTeIbHO-
CTH.

Bo Il rpymme o6cnenyemsrx (n=10) mpoBoauau
kypcbl 'BO mo 10 ceancoB nmpu pabodeM JTaBICHUH
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1,2-1,3 ATA u Bpemenu uzomnpeccuu 40 MUHYT C
TIEPBOTO JIHS TUCTPAKINH U ¢ 3-5 1HA QuKcanuy.

Il Tpynmy cocTaBHWIM MAIMEHTHI, JICUMUBIIHECS
o cTaHmapTHOW cxeme (0e3 IOTONHUTEIHHBIX
npoduIakTHIeCKuX Meponpustuii (N=15).

s ynnuHeHns BceM OOJBHBIM TOCIIE aHECTE3HH
1 00pabOTKH ONEPaMOHHOTO TOJISt IPOBOIMIIN OTIe-
panuio OMIOKaIbHOTO JUCTPAKIIMOHHOTO OCTEOCHH-
Te3a. MHIeKC oCTeoCuHTe3a COOTBETCTBEHHO COCTa-
Bwr. Ha Oempe — 15,8+1,38 nHs/cM, HA TOJCHU —
20,3+1,51 gust/cm. Temn nucTpakuuy BapbUpOBal B
npeaenax 0,5-1,0 MM B CyTKH Ha KaXXJJOM YPOBHE.

Bo3spact 6osnbHBIX cocTaBun 7-15 net. Cpemnsist
BEJIMUYUHA yIIMHCHHs Oeapa — 8-9 c¢m, rojenn — 9-
10cm.
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JIuHelHyI0 CKOPOCTh KpPOBOTOKA, MYJIbCaTOP-
HBIi uHAekc a. tibialis anterior usmepsinu ¢ momo-
IBI0  yIBTPA3BYKOBOHM jgomueporpaduu (ammapar
"Angioplus", Poccust). H3mepenne momepeuHoit
TBEPIIOCTH TIepeaHeN TPYMIBI MBI Oeapa obenx

KOHEYHOCTEH MPOU3BOAUIU C IIOMOLIbIO MEXaHU-
YeCKOro MHOTOHOMETpa, paspaboranHoro B PHIJ
"BTO" (B.A. lypos, b.1. Kynpun,1981), u ome-
HUBAJIM B YCJIIOBHBIX €IMHULAX.

PE3YJIbTATHI UCCJIEJOBAHUI

Y GOJBHBIX A0 JEUCHUS MOKA3aTENb YIPYTOCTH
(ITY) mepenneit Tpymmsl MBI Oelpa HE MPEBHI-
main 38+9,5 ycn. en. B mpouecce auctpakuyu npo-
UCXOAMJIO YBEIMUYCHNE HANpPSDKCHUS PaCTSKECHHA
BCEX TKAaHEH YHJIHMHSAEMOTO CETMEHTA, MOSBIISUIUCH
NPU3HAKA OTeKa. B pe3ynpTare mokasaTenb ympy-
roctu (ITY) MBI 3HAYUTENBHO YBEJIWYMBAJICS.
HaGmioganu npu3HaKu pacTsHKEHUsI MSTKUX TKa-
Hel: orpaHWYeHHe MOABMKHOCTH B CyCTaBax, IIO-
BeinieHue 1Y, TsHymue 0o, YTO B IOCIEAYIO-
IIeM NPUBOAMIO K BTOPUYHBIM KOHTpPAKTypaM cyc-
TaBOB.

Haubonpsmme 3atpyqHeHnss oTMedanu Ha 35-i-
40-it menp amctpakuuu, xorma [1Y mocturam 220
yci.ea. ViMeHHO B 3TOT mepuoj OOJIBHBIM Ha3HAda-
JM TIpoBefeHUE (papMaKOIOTHIEeCKONH KOPPEKIHUHU C
nomolikko npenapara "Baclofen”.

B pesynbrare B rpymnme OOJIBHBIX, MOTY4aBIINX
Baclofen, ormeuanu cumwxkenne ITY Ha BceM mpo-
TSOKEHUH AUCTpakuuu Ha 15-20 % 1mo cpaBHEHHIO C
KOHTPOJBbHOH rpymnmno# (puc. 1). IIpomece aucrpax-
IIUHM TPOJOJKAIM B OOBIYHOM TeMmIle, 0e3 OCTaHo-
BOK, M TI0 JIOCTW)KEHHH HEOOXOJMMOW BEIMYHHBI
YIUIMHEHUs] amnmapaTr IepeBOJMIM B PEKHUM CTa-
OmTBHOM UKCanu.
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Puc. 1. Jlunamuka rmokasaress yIpyrocTd MbIi Geapa
B IIpoLecce TUCTPAKIMHU U HHKCALVN

K xoHIy mepmona AWCTpakuuy W Hadalry (UK-
carmu [1Y mocteneHHO CHIKaICS Kak B KOHTPOJIb-
HOM, TaKk W B ONBITHOM IpPYyNIax COOTBETCTBEHHO.
OHOBPEMEHHO C MEPEeXOAOM K 3Tary (UKCALUH
JI03UPOBKY ITpernapara pelakcaHTa Mbl HOCTEIIEHHO
camkanu. CraOunbHy0 (QUKCalMI0 B anmapare
HOJIEP>)KUBAIIM JI0 TIOJHOW TEepecTpOrKH chopMu-
POBaHHBIX y4YaCTKOB PEreHEpaToOB B 3PEIyH) KOCT-
HYI0 TKaHb. JIOTIONMHHUTEIHHOW WMMMOOWIN3AINH
KOHEYHOCTH IIOCIIE JEMOHTa)Xka amlmnapara He Ipo-
BOAMIIH, 00JIEHOM pekomMeHpoBaiu kypc JIOK.
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Knunuueckuti_npumep npakmuyeckoco npume-
HEHUs penaKcanmos.

Bompras O., 15 mer, moctymmiaa B KIMHUKY
PHL] «BTO» ¢ pmarHo3oM: axOHAPOIDIA3HS, CO-
CTOSIHHE TIOCJIE YAJIMHEHUS ToeHel Ha 16 cM, Hu3-
Kuit pocT 146 cM, crubarenbHble KOHTPAKTYPHI Ta-
300€peHHBIX CYCTaBOB. Jl0 MepBOHAYAIBHOTO Y-
JUHEHUs pocT cros — 124 cMm. AHaroMuyeckas
mmHa 6enpa — 30,5 oM, ronenu — 36 cm. Pasruba-
HHE B Ta300€ApeHHBIX cycTaBax n0 150°, Gosbinoi
Bepten Ha linia Rozer — Nelaton ¢ ob6enx cTopow,
cumntoM TpenzaeneHOypra orpunatenbHbli. Cru-
OaHHE B KOJICHHBIX CycTaBax 1o 45°, pasrubaHme —
o 180+10°. Cnabo monoXuTeapHBIN CUMIITOM Iie-
PEIHETO W 33JHETO «BBIABWKHOTO sIIUKay». Jlims
YBEIHYCHUSI POCTa OOJIBHOW MBI IPUMEHMUIN METO-
JVKY OWIIOKaJbHOTO TUCTPAKIIMOHHOTO OCTEOCHH-
Te3a anmapatom Mnuzaposa. B xoae omepanuu Ha
oba Oenpa HanoxwiM anmnapar MiauzapoBa, ¢ Guk-
cauueil ero NMpOKCUMAJIbHOM, CpelHEN U JUCTallb-
HOM TpeTel, YpECKOCTHO NIPOBEJEHHBIMU CIIULIAMM.
Bcenen 3a 3TUM BBIONHUIN JBOWHBIE KOPTHKOTO-
MHUH O€IpeHHBIX KOCTEH, M TOCiie KOHTPOJIBHOM
peHTreHorpaduy M yImIMBaHUs paH CHCTEMBbI arla-
para crabmimsupoBaiu. B mocieonepanroHHOM
TIeprosie, HauMHas C IIATOTO JHS BBINOJHSUIN JJO3H-
POBaHHYIO IUCTPAKIHUIO BHIJEJICHHBIX ()pParMEeHTOB.
Ha 35-i1 nenp auctpakuuu, Korja BeIWYMHA yAJIU-
HeHust Oespa cymMMapHO cocraBuia 4,5 cM, MOSBH-
JUCh TNPHU3HAKHM TEPepacTsHKEHUS MATKUX TKaHEH
YAIUHAEMONW KOHEYHOCTH, KOTOPHIE BBIPAXKAIUCH B
HEKOTOPOM OTPAaHMUYCHHM JBIKCHHH B KOJIEHHOM
CycTaBe, MOBBIIICHUH MBIIIEYHOTO TOHYyca. Boib-
HOM HasHauwmu Kypc mpemaparta Baclofen mo cxe-
Me: HayMHas C 03Bl 5 MT' TpH pa3za B CYTKH, 3aTeM
KaXJple TPH JHS JI03Yy YBEIWYUBAIM Ha 5 MT, JIO
JOCTIDKEHUSI CYTOYHOM T03UpoBKU — 35-45 mr. [{u-
CTpPaKIMsl MPOJOJIKAJIachk: cripaBa — 65 nHel, cieBa
— 58 nHeil. B TeueHue Bcero nepuojia NpUMEHEHUs!
npenapara yajauHeHne Oenpa MpoIoIDKaId Mo pas-
paboTtaHHOU cxeme. [Ipu 3TOM OTMEYaln BOCCTa-
HOBJICHHE CBOOOJBI IBM)KEHUI CYCTaBOB, NPH OT-
CYTCTBHHM THIIEPTOHyca MBI B mepmon ¢ukca-
MU OCYIIECTBIUIA MOCTETIEHHOE CHIDKEHHE JI03H-
POBKHM TIperapara peiakcaHTa, KOTOPOe MPUBOAHIIH
B OOpaTHOM IOCIEeNOBaTEIbHOCTH. JlOCTHUTHYTO
yumHeHue oboux Genep no 7,5 cm. Ileproxa ¢puk-
cauuy npojoipkaics: crpasa — 84 nus, cnesa — 70
nueit. [locne nemoHTaxka anmapara GoJbHAast MPo-
nuia tpexHenensHelid kype JIOK. Ha moMeHT BhI-
MUCKYU XOJAUNIA C OMOIIBIO KOCTBUIEH C yMEPEHHOU
HArpy3koil Ha ONEpHUpOBaHHBIE KOHEYHOcTU. Pas-




rubaHue B Ta300eIpeHHBIX cycraBax — 10 175°
crubaHue B KOJICHHBIX cycTaBax — ;1o 140° cipaBa u
130° — cnmeBa. Ha xoHTpomsHOM ocMOTpe uepes 1
rox 8 MecAneB: XOOAT 0O€3 IOMOJHHUTEIBHBIX
CPEZCTB OTOPHI, MTOXOJKa MPABIIIbHAS, TOJIB3yeTCs
00BIYHON 00YBBIO, MO’KET HOCHUTH O0YBb Ha BBHICO-
KoM Kabimyke. [OSICHUYIHEIA JTIOpI03 CTIIaXeH, pas-
rudanne (170-175°), Bce BHIOBI IBMKCHHUHA B Ta30-
OeIpeHHBIX CycTaBax B MOJHOM 00béMe. CrubaHue
B KOJEHHBIX cycraBax 1o 40°, pasrubanue — 110
180°, cuMITOM NEpeTHETo U 3aJHET0 «BBLABMKHO-
TO SIIUKa» OTPUIATEIBHBIN ¢ 00euX CTOPOH (puc.
2). Poct cTosa 156 cM. Ha KOHTPOJIBHBIX PEHTIE€HO-
rpaMMax JUCTPakIMOHHBIE pereHeparbl Iepe-
CTPOWJINCH B ITOJTHOIICHHYIO KOCTb.

B cpaBHUTENBHON TpyIIe OOJIBHBIX, IIPH yIJTH-
HEHuH Oelpa Ha aHAIOTHYHYIO BEIHUYHUHY, Tpalu-
IIMOHHBIM OCJIO’)KHEHHEM OBLIO pa3BUTHE KOHTpakK-

\Q"

a 6

I'enunii OpTonenuu Ne 2, 2003 r.

TYp KOJIEHHOTO CyCTaBa, YTO TpeOOBaJI0 MpOBEie-
HUS JUTUTEIBHBIX PEAOMIMTAIIMOHHBIX MEpPOTPHS-
THIA.

B rpynme mamumenrtos, nmonydaBmux 1’50, mpu-
poct ITY wmpimm 6enpa ObUT MEHEe BBIPaXEH, €ro
3HAYCHHUS B TIEPHONBI TUCTPAKIMH W (HHUKCAITIH
obun Hmke Ha 7-10%. B mpomecce ymmmHeHHS
TOJICHH TIPOUCXOIMIO TiepepaclpeneicHne CKopo-
CTH KPOBOTOKA, C YBEJIMYCHUEM OCHOBHBIX MOKa3a-
Teneil Ha cropoHe yanuHeHwus. [locie mpoBeneHust
kypca 'BO nuHeliHasi CKOPOCTh KPOBOTOKA Ha Y/II-
JIMHSEMOW KOHEYHOCTH yBenuuyuBaiach Ha 15,2%,
Ha KOHTpaJlaTepaJIbHON — MPAKTUYCCKUA HE N3MCHU-
nack. [lynbcaTopHBIM HHAEKC COOTBETCTBEHHO yBE-
mauBaics Ha 49,5% u 45,9%. JlaHHbIe TOKa3aTenn
MOTYT CBUJCTEIBCTBOBATH 00 YIIYUIICHUH KPOBO-
CHa0XEHHUS TUCTPAKIIHOHHOTO pereHepara.

B r

Puc. 2. bonpnas O., 15 ner (uctopus 6onesnn Ne 11441): a — no nedennsi, 6 — B mpolecce yUTMHEHUS Oefiep, B — IOCIe OKOHIAHUS
YBEIMYEHUS POCTa, T — QYHKIHUS CYCTaBOB HHKHUX KOHEYHOCTEH.

BbIBO/IbI

Takum oOpa3oM, npuMeHeHHEe (apMaKOIIOTuIe-
CKOM KOpPPEKIMH 3allNTHOTO MBIIICYHOTO HAIps-
JKCHHS YMCHBIIWIO MPUPOCT YIPYTOCTH MBI,
MOBBICHIIO TTOPOT OOJIEBOI YyBCTBHUTEJILHOCTH, 110~
3BOJIMJIO OOJIETYNUTH COCTOSTHHE OOJIBHOTO BO BpeMs
JqucTpakiuy. Mcnonp3oBanue crocoba Mo3BOJIHIO
YIYYIIUTh aHATOMO-(YHKIIMOHAIBHBIE PE3yIbTaThI
yIUITMHEeHUs! Oefipa 3a c4eT NpeAynpexIeHus pa3Bu-
THsSI BTOPUYHBIX KOHTPAKTYp CYCTaBOB, a TaK¥Ke
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COKpaTUTh OOIIME CPOKH MEIUIMHCKON peabuiu-
Taluy.

IIpumenenne I'BO B mpouecce yATHMHEHUS
OOJIBHBIX aXOHJPOIUIA3UEH, HapsAAy C APYTUMH
peabWIUTAIIMOHHBIME MEPONPHUITHIMH, CIIOCOOCT-
BOBAJIO YIIYUIICHHUIO PE3yIbTAaTOB JICUCHUS.

PamonansHOe HMCNIONIB30BAaHHE COBPEMEHHBIX
MPOQHUIAKTHUECKUX CPEJCTB B MEPUOJ] TUCTPAKLIUH
TI03BOJIMJIO ONITUMHU3UPOBATH MIPOLIECC JICUEHHS.
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