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XUPYPIrMYECKOE JIEYEHUE BOJIE3HU JIOGBLWUTEUHA - ®POJIUKA

. B. Cnu3oBckun, kaHoudam MedUUUHCKUX HaykK,
U. U. KyxxenuBckun*, kaHoudam meduyUHCKUX HayK
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PE3IOME OnucaHbl noaxoabl K XMPYPruieckon KOppeKUnmn KINMHUYECKUX NposiBneHnin 6onesHn ®Pponuvka y gerten,
npeanoXeH OpurmHanbHbIN CMOCO0 XMPYPrUYECKOro fie4eHUs KIIMHUYECKNX NPOSBNEHU HECOBEPLUEHHOrO OCTEO0-
reHesa ¢ ucrnonb3oBaHMeM Hukenupa TutaHa. NpenmMyllecTBo MaTeprana 3aknovyaeTca B OMOMHEPTHOCTYU U Bbl-
coKoW npo4yHocTu. lpMmMeHeHne MMNNaHTOB U3 HUKeNnuAa TUTaHa Npu XMPYpPru4yeckom nevYeHnn HeCoBepLLUEHHOIO
ocTeoreHesa COKpaljaeT BOCCTaHOBUTENbHbLIN NEpUoA U yrny4luaeT Ka4yeCTBO XXNU3HU GONbHbIX.
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BonesHb JlobwTtenHa — ®ponuka (BJI®), unm nom- JleueHne GonbHbIX ¢ BJ1® cocTtomT B obecneveHun

KOCTb KOCTEWN BCrneaCcTBME HECOBEPLUEHHOro OCTEO-
reHesa, sIBNAETCA BPOXAEHHbIM MOPOKOM KOCTe-
obpasoBaHus. IT0 3abonesaHve BCEro opraHusma
C NPeuMyLLeCTBEHHbIM MOpaXeHneM KOCTHOW TKa-
HW, KOTOpPOe OTHOCMTCH K rpynne osteogenezis
imperfecta n cornacHo mMexgyHapogHon knaccudu-
Kauum SBNSieTCs TPeTbMM TUMOM HapyLUEHWA OC-
TeoreHesa. ®paHuysckuii natonor J. F. Lobstein B
1833 r. BbIgeNuN NO3AHI0I POpPMyY 3TOW NaTonormu,
a ronnaxackuin Bpad W. Vrolik onvcan paHHun Heco-
BepLUEHHbI ocTeoreHes. BJ1® vaule BcTpevaetcs y
nn, Myxckoro nona [3, 4].

C poctom pebGEHka M C M3MEHEHMEM CTaTMKO-OU-
HaMMYeCKNX YCrOBUN MpoucxoauT ¢opMuUpoBaHmne
aedopMaumm HWKHUX KOHEYHOCTEW, 4YTO B Aanb-
Heviwem onpeaensieT ux dopmy. Hanbonee yacras
aedopmaumsa Ha 6egpe — UCKPUBMEHWE MO YrIoMm,
OTKPbITbIM KHYTPW 1 K3aau Mo Tuny «ranude». Koctn
rofieHNn UCKPUBMSIOTCA B CarnTTarbHOW MIOCKOCTH,
npvHumas cabnesnaHyo opmy. B ganbHenwem no
Mepe pocTa y geter ¢ bJ1® Bo3HUKaeT 3ameTHOe He-
COOTBETCTBME MeXY YKOPOUYEHHBLIMU KOHEYHOCTAMM
1 HOpMarbHO pa3BUTbIM TynosuLlem [2, 6, 8].

Hagnexallero yxoga, nNpodunakTuke nepenomos,
YKPEMMEHUN MbILLEYHOW CUCTEMbBI U CKeneTa, ycTpa-
HEeHUN pa3BUBLLMXCS aedopmaumii.

[na xvpyprudeckon koppekumn gedopmanmi Hux-
HUX KOHEYHOCTeW paspaboTaHo M NpUMEHsIeTcs B
opToneamm [OCTaTOMHO MHOrMO METOAOB: OCTEOK-
nasuvu, OCTEOTOMWW, CEerMeHTapHble OCTEOoTOMUM;
ans dukcauumn OTIOMKOB UCMNOMb3YTCS MeTanmnm-
YeCKMe CTEPXHW C reTepoKOCTbio, AeKkopTukauus,
CcermMeHTapHas OCTe0TOMUSA 1 MacTuka C NOMOLLbIO
annoTpaHCcniaHTaToB Mo TUMYy «BA3aHKM XBOPOC-
Ta». [lpuMeHeHne OUCTPAKUMOHHbLIX annapaTos
Mnusaposa pans wucnpaeneHus pedopmauumi Ha
nouse BJI® 3aTpygHMTENBHO M3-3a OCTEONOpOo3a 1
npopesbiBaHus cnuy [1, 4, 7]. 3To npuBoauT 60Mb-
HOro Kk rrnybokon WHBanMAHOCTW, YTO onpeaensieT
aKTyanbHOCTb MOUCKA XUPYPruyeckon cTpaTterum u
TaKTUKN BOCCTAHOBUTENTbHOIO NeYeHNs 4aHHOro 3a-
GoneBaHus.

Llenb nccnepoBaHusa — paspaboTtaTtb TaKTUKY XUPYpP-
rMMYECKOro fieYeHnst KNMHNYECKNX nposisrneHnin b1
y OeTen.

SURGICAL TREATMENT FOR LOBSTEIN-VROLIK DISEASE

Slizovsky G. V., Kuzhelivsky I. I.

ABSTRACT The actuality of the problem of incomplete osteogenesis is determined, the approaches to surgical
correction of clinical manifestations of Vrolik diseasein children are described, original method of surgical treatment
of clinical manifestations of incomplete osteogenesis with use of titanium nickelide materials is suggested. The
advantages of the materials consist in bioinertness and high solidity: using of the titanium nickelide implants in
surgical treatment of incomplete osteogenesis shortened the period of recovery and improved the quality of life
in patients.
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MATEPUAIDbI U METOAODbI

[na peweHns gaHHom npobrnembl Ha 6ase Cubup-
CKOro rocyaapCTBEHHOr0 MeAULMHCKOro YHUBEepCU-
TeTta coBMecTHO ¢ HUW meguumHcKnx maTtepuarnos
C NamsiTblo oopmbl Npy TOMCKOM rocygapCTBEHHOM
yHuBepcuTeTe u getckon 6onbHuuen Ne 4 r. Tomcka
pa3paboTaH 1 BHEAPEH METOL XUPYPrU4eckonm Kop-
pekunn aedgopmaumii y 6onbHbIx ¢ BJI® ¢ ncnoneso-
BaHMEM MaTepuanoB u3 Hukenuga tutaHa. C 1981
no 2011 rr. onepupoBaHo 19 6onbHbIX B BO3pacTe OT
3 0o 14 net ¢ BJ1®, nogTBEPKOAEHHBIM KaK KNMMHMYEC-
KMMU («NPUBbIYHbIE NEePenoMbl», MHOXECTBEHHbIe
nepenombl ANIMHHbIX TpyB4aTbiX KOCTEN, KOTOPbIE B
AanbHenweM NpuBoaAT K MCKPUBMEHUIO KOHEYHOC-
Tel U NporpeccnpoBaHuUIo MblLLeYHOW aTpodum), Tak
1N nabopaTopHbIMK MCCNenoBaHUsMU (HU3KUA ypo-
BEHb OCTEOKasbLMHA 1 KOCTHOM dhpakumnm LLLENOYHOM
docdaTasbl B CpaBHEHMM CO 340POBLIMU AETbMU C
nepenomamu kocten) (tabn. 1).

OnucaHune cnocoba onepaTuMBHOro ne4veHus. Nono-
XXeHne BonbHOro Ha cnvHe. BeinonHeHue onepauun
obsizaTenbHO nofg Xrytom. lNocne paccedeHnst Hag-
KOCTHMLbI HA BCEM NPOTSKEHUM 0eOPMNPOBAHHOWN
KOCTW Npu1 NOMOLLM 4ONOTa NPOU3BOAUTCA oTaene-
HWEe HaOKOCTHULIbl BMECTE C TOHKMMM MNacTUHKaMu
KOpTUKanbHOM KOoCTU. [nsa ycTpaHeHus gedopmaumm
KOCTW BbIMOJIHAETCHA CErMEeHTapHasi oCTe0TOMUS Npun
nomoLy nunel (B 3aBUCUMOCTU OT CTEMNEHU U foKa-
nunsaumn gedopmauum — ot 2 0o 4 cermeHToB). Ocb
KOHEYHOCTU KOPPEKTMPYEeTCs MyTeEM MepeMELLEHNS
N COMOCTaBIIEHUS CErMEHTOB, KOTOpblE HaHWU3bIBa-
H0TCA Ha OBUOUHEPTHbIN rMaaKuin BUTON CTEPXKEHb U3
HUKenuaa TuUTaHa, BBEOEHHbI MHTpamenynnspHo.
[lononHUTENbHO BOKPYr CErMEHTOB NOAHAOKOCTHUY-
HO Ha LUMPUHY KOCTY B BUAeE Yepenuubl yKnaabiBatoT-
€Sl NNacTUHbI 13 NMOPUCTO-NPOHNLLAEMOrO HUKeNMaa
TUTaHa, KoTopble PUKCUPYIOTCA LUPKYNSIPHBIMU KeT-
ryToBbiMu LWBamu. [mncoeass MMmmobunusauusa co-
XpaHsieTcst oT 1 go 3 mecsues. [locne cHATUS runco-
BbIX MOBA30K NPOBOAMNTCS KypC BOCCTAHOBUTENBHOIO
neyveHuns ¢ nocriegyoLLern NoAroToBKOM K ieuebHomy
OpTE3NPOBAHUIO.

PE3YJIbTATbl U OBCYXXOAEHMUE

OunHamunyeckoe HabnogeHve 3a 60MbHbBIMKU, onepu-
pPOBaHHbIMW MO AAHHOW METOAMKEe, MoKas3aro, 4To
HaxoasLWnics  MHTpaMedynnsapHo  BMOUHEPTHbIN
rnagknin BUTOW CTEPXEHb U3 HUKEeNuaa TUTaHa npe-
OOTBpaLlaeT nepenombl KOCTEN 3a CHET NPOYHOCTH,
a MopUCTO-NPOHML@EeMbIE MMACTUHBbI U3 HUKenuaa
TUTaHa He TONbKO BbINOMHAT POfb AOMOMHUTENb-
HOW cpmkcaumm, HO N CnocobCTBYOT 0Opa3oBaHMIO
KOCTHOro ©1MoKomMno3nTa, 3a CYeT KOTOPOro yBenwu-
YnmBaeTCs MPOYHOCTb KOCTU. 1o gaHHOW meToguke
onepupoBaHo 19 6onbHbIX ¢ BJI® (25 onepauwnn),
nony4veHbl YAOBMETBOPUTENbHbIE pe3yrnbTaThl.

Mpu oueHke 3 PEKTUBHOCTM NIEHEHMSA MCNOSB30BaNM
onpefeneHne aHaTtoMo-(OYHKLMOHArbHbIX UCXOL4OB
no Jlo6owwuuy — Mattucy — LBapubepry (Tabn. 2).
PesynbTat paccuutbiBany no 4-6anmnbHoOn cucteme
no copmyne: P = N/n, rae P — cpegHeapudmeTn-
Yyeckasi oueHka pesynbTaTta nedyenusi; N —cymma
Gannos, COOTBETCTBYIOLLMX NOKa3aTeNsaMm; N — KOnu-
YeCTBO NoKasaTenen.

OueHka npoBogunacbk He paHee 4yeM 4yepe3 1 me-
cdl nocne BbIMMCKM BOMbHBIX U3 CTauuoHapa, npu
NPOXOXOEHUN Kypca BOCCTAHOBUTENBHOMO JIEYEHNSI.
Kputepusimmn aBnsnmcb OTCYTCTBME pPeLMAMBOB, Xa-
pakTep AWHaMWKM OBOneBOro CMHAPOMA, CTEMneHb
BOCCTAHOBEHNA OCHOBHOM (PYHKUUN KOHEYHOCTU U
aMnnnTyabl CMEXHbIX CyCTaBOB, COXpaHeHne abco-
TIIOTHON M OTHOCWUTENBbHOW ANWHbI, CTENEHb BOCCTa-
HOBIEHMS MblLLEYHOro o6bEMA 1 Cusnbl, OTCYTCTBME
HEBPOSIOTMYECKNX U COCYOAUCTbIX PACCTPOWCTB,
HanuuMe TPydoBOM M coumanbHou peabunutaumm
OOnNbHbIX.

B uccnegyemown rpynne xopolwive pesynbTaTbl Mno-
nyyexsl B 70,6% cnyyaes, yooBreTBOpUTENbHbIE —
B 29,4%, HeyOoBneTBOPUTENbHbIE pe3yrbTaTbl OT-
cyTCTBOBanu.

YunTbiBasi CIOXHOCTb XUPYPrMYECKON KOpPeKLMU
BI1®, paHHble pes3ynbTaTbl MOXHO OXapakTepu3o-
BaTb Kak xopoLume (OTHOCMTENbHO pe3ynbTaToB Apy-
rmx uccnegosarenein) [5, 6, 8J.

Ta6bnuua 1. Broxumnyeckne nokasaTtenu Kposu y aeten 3—7 n 8—14 net ¢ nepenomamu Ha doHe BJ1P n 'y 300poBbIx

aeteli ¢ nepenomamm (X + m)

[eTtn c nepenomamn Ha oHe BITD

3popoBble AeTH € neperioMmamm

Mokasatenu
3-7ner(n=7)

8-14 net (n = 12)

3-7ner(n=9) 8-14 neTt (n = 8)

CopepxaHue octeokanbLumHa, Hr/Mn 68,12 + 3,42

83,44 £ 4,04* 83,89 + 5,56* 93,08 + 6,40 ***

AKTMBHOCTB LLienoYHomn docdaTassl,

*k
Ep/n 217,79 +10,32

237,81 +11,25*

241,42 + 13,60* 234,22 +10,33*

lMpumeyaHue. YpoOBEHb CTaTUCTUYECKON 3HAYMMOCTUN pasnuuuin: * — p < 0,05 mexay nokasatenamu getewn ¢ BIN® u 3g0-
pOBbIX 4ETEN COOTBETCTBYHOLLLErO Bo3pacTa, ** — p < 0,01 mexay nokasatenamu geten ¢ bJI® n 30opoBbIX AeTeln cooTBeT-
CTBYlOLLIEro BospacTa, *** — p < 0,05 mexay nokasatenamu geten 3—7 n 8—14 ner.
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Ta6nuua 2. OnpegenexHve aHaToMO-YHKLMOHAMNbHbIX UCXOAOB fleYeHns BONbHbIX C NepenoMamMu ANUHHBIX TpyByaTbixX

KocTewn
MoKkasaTent OueHka nokasarens

4 6anna 3 6anna 2 6anna
Bonb OTcyTcTBYET Mpwu TsxENON r3nyeckon Harpyske| Mpu nerkon dusnyeckomn Harpyske
O6bem ABMKEHUN MNonHbIn Jlerkue orpaHnyeHns Pe3ko BblpaxeHHbie

orpaHuyeHust
YKopo4eHune cermeHTa OTcyTcTBYET HOolcm Caebile 1 cm
Hedopmauus OTcyTcTBYET Ho 10° Csbilwe 10°
ATtpodus OTcyTcTBYET Do 2cm Cabille 2 cm
CocyauncTble HapyLLeHus! OTcyTCTBYIOT 'vnocTatunyeckne oteku OTeku 1 Apyrve HapyLLeHust
HeBponoruyeckune HapyLueHusi OrtcyTcTBYIOT Mapes Mapanny
["HOWMHbIE OCNOXHEHMS OrtcyTcTBYOT [MopaxkeHne MArkux TkaHewn OcTteomuenut
PeHTreHonornyeckve npmsHaku Boccrarosnerve HepocTtatoyHast KOCTHast MO307b JloxHbIn cycTas
CTPYKTYpbl KOCTU

PedpakTypa OtcyTcTBYyeT OpHokpaTHas [MoBTOpHas
TpyaocnocobHoCTb (UrpoBast AesiTenb- BoCCTaHOBNEHA HapyLueHue cyHKkUMOHanbHoM ak- | MNMoTeps TpyaocnocobHocTH, UHBa-
HOCTb MMM CMOPTUBHAs aKTUBHOCTb) TUBHOCTW, nHBanNuaHocTb Il rpynnbl nuaHocTb I unu | rpynnsl
KonuyecTtso | Ans 6eapeHHo KocTh [o 30 [o 40 Cablwe 40
KOMKO-AHEN | nns nneyveBoit KOCTU Jo 25 o 30 Cabile 30

KNMHUYECKUX NPUMEP

PebeHok 12 neT noctynun B AeTCKyt0 6omnbHuLy Ne 4
r. Tomcka 10.08.2004 r. ¢ guarHosom: «[edopma-
UM 0B6enx HKHUX KOHEYHOCTEW Ha MoyBe Hapy-
LweHus octeoreHesa. bBI1®». MNepenomsl y 60nbHOrO
Ha4anm NPoncxoanTb B Bo3pacTe 2 neT. Becero Obino
OKomno 12 nepenomMoB KOCTEN HMXKHUX N BEPXHUX KO-
HEeYHOCTelr, B pes3ynbTaTe KOTopbiX ObpasoBanucb

BblpaXKeHHble AedopMaunm HUXKHUX KOHEYHOCTEWN:
GeppeHHble KOCTY B Buae ranvde, cabnesmaHas ae-
dopmaumsa HUXHUX KOHeYHocTewn (puc. 1, 2).

MpoBeaeHa onepauusi Ha NEBOW HUXKHEM KOHEYHOCTU:
nooyepenHasi cCermeHTapHasa octeotomMus nesov 6ea-
peHHon, 6onbLuebepLoBOM N ManobepLIOBO KOCTEN C
nocnegyLlen MHTpamMeaynnsipHon dukcaumen oen-
pPEHHON 1 GonblUebepLIOBO KOCTEW MMagKUM BUTHIM

Puc. 2
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CTepPXXHEM; NOAHaAKOCTHUYHAS UMMIaHTaUuUsA NnacTuH
U3 HVUKENWAa TUTaHa B BUAeE Yepenuubl (puc. 3, 4).

KoHeYyHOCTb (huKkcupoBanacb KOKCUTHOW TMMCOBOW
noBsi3KOM B TeyeHune 2,5 mecsaues. Yepes 1 rog noc-
ne onepaTuMBHOIO NneYyeHus NnpoesedeHo obcrnenosa-
Hue 6oMnbHOro, KOTOPOE MoKa3aro, YTO OCb FOfIEHN 1
6enpa 3HauMTEnNbHO yrydlleHa, UMeeTCs XopoLuas
KoHconuaaums (puc. 3, 4). Nocne npoBeAeHHbIX pea-
BUNUTaALMOHHBIX MEPONPUATUIA Yepes rof nponsse-
JeHa aHarnormyHas onepaumsi Ha npaBON HWXKHEW
KoHeYHocTU. OueHka apHEKTUBHOCTU NleYeHUs C UC-
Nnonb30BaHWEM OnpeaeneHns KIMHNYEeCKNX Ncxonos
no Jlo6owwuuy — Mattucy — LLiBapubepry coctasuna
3,8 6banna, 4To COOTBETCTBYET XOPOLLEMY NCXOAY.
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