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Ipencrasien 0630p JIMTEPATYPHI IO COBPEMEHHBIM CLIOC00aM KOppeKIyH AeopMarinii KOHEYHOCTEH y AETel ¢ HECOBEPIICHHBIM OCTeoreHe30M. OmucaHsl
0COBEHHOCTH XHPYPrHYECKON TEXHHKH, KOHCTPYKIHMH HCIIOJIB3YEMBIX TEIECKOINYECKUX HHTPaMEeNy/ULIPHBIX crepkHeil. [lokasaHo Takxe MecTo
U POJIb XUPYPTHUECKUX METOJOB JICYCHUS B MYJIBTHAHCLHUIUIMHAPHOM TOJXOJC NMPH OKa3aHHH MEJMIIMHCKOH TOMOIIM MAlHeHTaM C HECOBEPLICHHBIM

OCTCOTCHE30M.
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The authors presented a review of the literature on modern techniques of limb deformity correction in children with osteogenesis imperfecta. They described
the details of surgical technique, the designs of the used telescopic intramedullary rods. They also demonstrated the place and the role of surgical methods
of treatment in the multidisciplinary approach to rendering medical care for patients with osteogenesis imperfecta.
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Hecorepmennsiii ocreorere3 (HO) mpencraBnseT co-
00ii rpyIIy TeHeTHYEeCKUX HAPYIICHUH C pa3HbIM THIIOM
HACIIE/IOBaHUsI, XapaKTepH3yeMbIX YacThIMU IMEPeIOMaMH,
KOCTHBIMH JiepopManysiM, HU3KOH MHHEPaJbHOW TUIOTHO-
CTBIO KOCTH ¥ OcTeoneHuei [1-4]. B GonmbIMHCTBE Cllyyaes
(ne menee 70 % ciydaeB) HO BbI3BaH JOMUHAHTHOI MyTa-
uueit renoB COL1A1 unu COL1A2, koqupyomux CUHTE3
0-2 1erel KoJulareHa IepBoro THMA, B PE3YyNbTare 4ero y
monei, crpanaromux HO, coneprkanne qaHHOTO Oellka CHH-
JKaeTCsl B TKaHAX, HAPYIIAOTCS TAaKKEe €r0 CTPYKTypHBIE
¢yukmmn [2, 3]. Yactora BCcTpedaeMocTH 3a00IeBaHHS KO-
nebrercs ot 1/10000 [4] mo 1/20000 HOBOpOXIEHHBIX [5].

Haubonee mmpoko pacrpocTpaHeHHas Kiaccupuka-
uust HO Obuta npemtoxkena Sillence [1]. Ona ocHoBaHa Ha
KIMHUKO-PEHTI€HOJIOTUYECKO KapTUHE 3a0oneBaHus |
BiirovaeT I, 11, 111 u IV Tuner 3aboneBanus, Ui KOTOPBIX
XapaKTepeH ayTOCOMHO-IOMUHAHTHBIN THIT HAaCJIEIOBaHUSL.
B nocnenytommem knaccuduxaiys Obuta pacimpena [3, 4],
no0aBneHsl V (JOMUHAHTHO HAacleyeMbId, JUIsi KOTOPOTo
XapakTepHO 00pa3oBaHHE OOBEMHBIX THIEPTPOGHPOBAH-
HBIX, HE CKJIIOHHBIX K PEMOJIEIHUPOBAHUIO, KOCTHBIX MO30-
JIel, OCCU(UKAIT MEKKOCTHBIX MeMOpaH), VI (BeposTHO,
peneccuBHO Hacuexyemsblit), VII (pereccuBHBII THIT HacTe-
nosanwus, Mytarmsa reHa CRTAP), VIII (peneccuBHO Hace-
nyemsblid, mytanus reHa LEPREL) tumsl, Brmrogaromue ma-
LIHEHTOB C KIIMHUKO-PEHTICHOJIOTUUECKUMH TIPOSIBIICHUAMHU
HO, Ho 6e3 HapyieHnii cuHTe3a KoJUlareHa mepBoro THIa.
CornacHO COBpeMEHHBIM KJIacCH(HKAIHMAM, B 3aBUCUMOCTH
OT KIMHWYECKHX MPOSBICHUHA W MOJEKYJSIPHOTO AedeKTa

BeiIessiroT 12 tumos HO [6]. Kpome Toro, k HO-mogoGHbIM
3aboneBanusaM otHocAT cunapoM Bruck (HO B couetanuu ¢
BPOX/ICHHBIMU KOHTPAKTypaMH CyCTaBOB, 00YyCJIOBJICHHbIN
mytanuei resa PLOD?2) [7], cuanpom Cole-Carpenter (HO
COYETaeTCsI C KPAaHUOCTEHO30M) [8], CHHIIPOM «OCTEONOPO3-
ncepnonmoma» (OPPG) (Tsokenas gpopma HO coueraercs
C TIpOrpeccHpyoIeii CIeNoToN, pe3yasTaT MyTallii TeHa
LRPS) [9], HO u cunapom Ehlers-Danlos (xpynkocts ko-
CTel 1 TUIIEPIIOABIKHOCTH CycTaBoB) [10].

OCHOBHBIMH OPTOTIEAMYSCKUMH TIposiBieHussME HO
SIBIISTIOTCSI TIOHIKCHNE MIHEPATU3aIlii U, COOTBETCTBEH-
HO, MEXaHHYECKOW IPOYHOCTH KOCTEM BCEro CKelleTa
(XpynkocTh KocTeil), mepenaomMsl U ehopMannu JUIMHHBIX
KOCTEH KOHEYHOCTEH, aedopMariu ueperna, THICpPIIof-
BH)KHOCTh CYCTaBOB, OT/EJIbHO BBIICISAIOT BAPYCHYIO Jie-
(dopmanmio melku Oeipa WM MPOKCUMAJIBHOTO OTHEINA
Oexnpa, MPOTPY3UIO BEPTIIY)KHOW BIAAMHBI, TUIATUCTIOH M-
JIMIO B COYETaHWH C JedopManusiMi MTO3BOHOYHHMKA HIIN
0e3 HMX, YIUIOLIEHHE OCHOBaHHUS 4eperia B COYECTAaHWU C
MIPOTPECCUPYIONICH KOMIIPECCHEH CTBOJOBBIX CTPYKTYP
[11-13]. C y4eToM CHCTEMHOIO XapakTepa IMOpaKEHUs
COCIUHUTEIIEHOW TKaHU HEpeAKUMH mposiBieHusMu HO
SIBIISTIOTCSI HApyIIeHUEe ACHTHHOTeHe3a, HapyIIeHHe CIIyXa,
HEIOCTaTOYHOCTh KJIAIIAHOB Cepala, IehopManul TPpya-
HOM KiteTkH [2, 4-6]. IloBTOpHBIE TEpeTOMBI, TedhopMalin
KOHe‘IHOCTeI\/'I, JJIATEIIBHBIC TICPUOIbI I/IMM06I/IJ'II/133.HI/II/I
M OTCYTCTBHME HArpy3Kd Ha KOHEYHOCTU CIIOCOOCTBYIOT
YMEHBIICHUIO MUHEPAIbHON INIOTHOCTH KOCTEH, HapyLle-
HUIO Pa3BUTHs 00LIeH MOTOPUKH peOeHKa, TPHOOPETEHNIO
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HaBBIKOB BEPTHKAJIM3ALUHN U CaMOOOCITYKHBaHHUs, 3aMel-
Jsiercst odliee comaTniyeckoe M (pyHKIMOHAIBbHOE pa3BH-
THE JIETEH ¢ TSHKENBIMU U cpeaHel Tsokectu popmamu HO
[14-17]. JBurarenbHasi akTUBHOCTb, MHTErpallusl y Haly-
entoB ¢ HO, onieHeHHbIE, B TOM YHCIIE, C TOMOIILI0 Gross
Motor Function Measure (GMFM) u Pediatric Evaluation
of Disability Inventory (PEDI) moxa3ano, urto Hanbomnee
HETaTHBHOE BJIMSIHHE HA OOIIee JABHTaTeIbHOE PAa3BUTHE
peOeHKa M KauyeCTBO €ro YKHM3HU OKa3bIBAIOT IEPEIOMBI U
nedopmanuu koHewHocreit [18-21].

I'mobGanbHOW 3amadell OPTONEAMYECKOro XHUpypruye-
CKOTO JiedeHus Jedopmanuii u mepeoMoB KOHEYHOCTEH
y nanuentoB ¢ HO sBmsercs momnepkaHue MX IBHIa-
TEJIbHOM aKTHBHOCTH, aBTOHOMHOCTH, CIOCOOHOCTH K
MIPUOOPETEHHNIO U PA3BUTHIO MOTOPHKH — K COXPAaHEHHUIO
MaKCHMaJIbHO BO3MOXKHOTO Ka4eCTBa )KH3HU MPU UX 3200-
neBaHuu [21-25].

OneparuBHOE OPTONEOMYECKOE JICUCHHE Y HeTe C
HECOBEPIICHHBIM OCTEOT€HE30M IT0Ka3aHO MpPH CIEAYIo-
mux coctosHusX [4, 11, 26-30]: ymioBele aedopmariu
HIDKHUX KOHEYHOCTeH, mpeblmatomme 10°-15°, nubo
JnedopManny, MMEIOIIUe MPOrPECCUPYIONIMN XapakTep,
TOPCHUOHHBIE Je()OpPMAIMU CETMEHTOB HIKHHX KOHEYHO-
CTel, BileKyIne (GyHKIMOHANbHBIE HapyIeHus, 1edopma-
IIMH CTOIIBI, 3aTPYyAHSIONINE UCIIOB30BaHUE O0YBH, B TOM
YHCJIe U OPTONEANYECKON, M OPTE3HBIX U3/IENNH, JIOXKHBIC
CyCTaBBI [UIMHHBIX TPyOUaThIX KocTel, BapycHas aedop-
MaIus MeHKN OeAPEHHON KOCTH (MIeeTHO-Tuapu3apHbIid
yron 95° u MeHee), OTCYTCTBHE HAaBBIKOB CAMOCTOSTEIb-
HOW WJIM TACCHBHOW BEPTHKAIHM3AIHWU W XONBOBI BBUIY
YacThIX TEPEIOMOB Jake MPU OTCYTCTBHH Ae(opMariwii
KOHEYHOCTEH, KOTJ]a OPTONEeIUIECKOe JIeUeHue (OPTe3npo-
BaHKE) OKa3bIBaeTCsl HEIPPEKTHBHBIM.

OCHOBHBIMH XHPYPIHYE€CKUMH METOJIaMH  JICYCHUSI
nedopmanuii KocTel y neTei sSBISIOTCS KOPPUTHUpYoLIHe
OCTEOTOMHUH, OCHOBHBIM CIIOCOOOM OCTEOCHHTE3a — HH-
Tpameny/uisipHbiil [27, 31-34]. IIpeBeHTUBHBIN OCTEOCUH-
T€3 JUIMHHBIX TPYOYaThIX KOCTEH, a TakKe OCTEOCHHTE3
MIPH TICPEIOMAax BBITIONHSACTCS C MPUMCHCHHEM HHTpaMe-
JyJUIAPHBIX TEJNECKONMUYECKUX KOHCTpYyKuMi [27, 35-37].
OOmMM TPUHINAIIOM TUTAHUPOBAHUS W BBITIONHEHHS KOp-
pexn nedopMaIiil sIBIsSeTCsS MpeaBapuTeI-HOE HCCe-
JIOBaHUE JIOKAJIHM3AWN W BEIWYHHBI JAe(QOpMaIiii IITHH-
HBIX TPyO4aThIX KOCcTel. YUuThiBas TOT ¢akTt, uro npu HO
MOpa’keHBl BCE KOHEUHOCTH, JJIS TUTAHUPOBAHUS KOPPEK-
A PEeKOMEHYeTCs HCIIOIb30BaTh pe)epeHTHBIC JaHHbIE
JUIs ieTckoi momyisauuu [38, 39].

MHoroypoBHeBasi OJHOMOMEHTHas! KOPPEKIHS IPEIo-
YTHTENbHEE, TaK KaK Je(opMaliy 9acTo MPOTHBOHAIIPAB-
JICHBl U HOCST KOMIICHCHUPYIOUIMH XapakTep Ha BbIIIe- U
HIDKEJISXKAIINX CerMeHTax HIbKHEH KoHeuHocTH [35, 40].
B sTOM cnydyae KOppeKIus UMb Ha OIHOM YPOBHE IIPH-
BeJIeT K aKIEHTyalnu Ae(QOopMaIii Ha IPYTOM, YXYIIIe-
HUIO (QYHKITHOHAIBHBIX BOZMOKHOCTEH KoHeuyHOCTH. Kpo-
Me TOTO, TaKas YacTHYHAs KOPPEKIHs IMpeapacronaraet
JIpyroi neOopMUPOBAHHBIA CEIMEHT K MATOJIOTHYECKOMY
MepeioMy BBUAY MEPCUCTUPYIOMIUX MaTOJOTHYECKUX H3-
rubaroIuX YCUIni Ha (JOHE MOCTONCPAIIMOHHON UMMOOH-
JIU3aIMY ¥ Pa3BUBAIOIIEr0Cs BCIEICTBHE ITOTO CHIDKEHUS
IUIOTHOCTHU KOCTHOM TKaHU.

HaxkocTHbIe TUTacTHHBI, BUHTBI, MACCUBHbBIC PUTHIHBIC
TBO3JU ISl OCTEOCUHTE3a KOCTHBIX OTJIIOMKOB IPH HECO-
BEPIIICHHOM OCTEOTCHE3¢ B HACTOSIICE BpPeMs HE MpHMe-
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HSIIOTCS, TaK KaK OHHM CO3/Ial0T KOPOTKMH WM JJIMHHBIN
PHUTHIIHBIN yYacTOK Ha KOCTH, BBIIIE U HHXKE KOTOPOTO Ya-
CTO MPOUCXOIAT HepesoMsl [35, 41].

Cpenu OCHOBHBIX HCIOJNB3yEMBIX B HACTOSIIEE BPEMS
MHTPaMeIyIIISIPHBIX TEIECKOMMYECKIX KOHCTPYKIUH cite-
JIyeT OTMETHUTD:

1) BcTpeuHsIit TpaHc(hU3apPHBIIA HHTpaMeyIULsIp-
HBIH OCTEOCHHTE3 3nmacTHuHbIMU crepkHsmu  (Flexible
Intramedullary Nailing — FIN) [32, 35, 36, 37];

2) Teneckonuyeckuii crepxens Bailey-Dubow [31, 42];

3) Teneckonmueckui crepixeHb Fassier-Duval [35, 40, 41].

OCHOBHBIM TPHHIMIIOM HHTPaMEAYUISPHBIX KOH-
CTPYKLMH JUIMHHBIX TpyOuarsix koctedd npu HO y nereit
SIBISIETCSl MIX TEJIECKONMYECKUH XapakTep, KOTOPbIH I0-
3BOJISIET ITOCTOSTHHO B IIPOLIECCE POCTA aPMHUPOBATh KOCTh
Ha BCEM MPOTSHKEHHWHU: 0 MEpPE pOCTa CErMEHTa 4YacTH
TEJIECKOITMYIECKON KOHCTPYKIIMU PACXOIATCS B IIPOTHBOIIO-
JIOKHBIE CTOPOHBI. JlocTHraeTcst 3To TpaHCIMU(PHU3APHBIM
BBE/ICHUEM PUTHIHBIX WM 3JTACTHYHBIX CTEP)KHEH B KOCT-
HOMO3TOBOH KaHai [32, 34].

[Ipu BBINOMHEHMH BCTPEYHOIO TpaHC(HU3APHOTO HH-
TPaMEAYJISIPHOTO OCTEOCHHTE3a JIaCTUYHBIMU CTEpP)KHS-
MH B KOCTHOMO3IOBOM KaHall BBOIATCA MPECABAPUTEIILHO
PaBHOMEPHO M30THYTHIC Ha BCEM IPOTSDKEHHH 3JIaCTHYHbIC
CTEPXKHH, TPEUMYLIECTBEHHO THUTAHOBBIC, THaMETpoM (B
3aBHCUMOCTH OT THaMeTpa KOCTH U KOCTHOMO3TOBOI'O KaHa-
na) ot 1,5 1o 4 MM. BBeneHre uX oCyIIecTBIsIeTCS HaBCTpe-
qy ApYr Opyry depe3 NPOTHBOMOJIOKHBIE SMH(U3BI MITH
ano¢u3sl (HarpuMep, eciy pedb UAeT O OOIBIIOM BepTelie)
TpaHCOU3apHO. BakHBIM aCIeKTOM NPOXOXKICHUS (DH3H-
ca SIBISIETCS NMPUMEHEHHE Tpoakapa WIH XHPYPrHYecKOro
IINJIA Y BBITIOJHEHUE OJHOKPATHOTO MaHeBpa, 4ToObI n30e-
JKaTh M3JMIITHEH TpaBMaTU3aIMK 30HbI pocTta [32, 36, 37].

WHTpameny/uIpHBIA 3JaCTUYHBIA OCTEOCUHTE3 SIBJISI-
€TCs 10CTaTo4yHO d(PPEKTUBHBIM CIIOCOOOM OCTEOCHHTE3A
W TpU KOppekuuu aedopMaruii BEpXHUX KOHEYHOCTEH.
[TokazaHust K OmMEepaTMBHOMY BMEIIATEILCTBY Yallle BO3-
HUKAIOT NpH AedopManusax HpenIieybst, 3aTpyIHIIOMIX
UCTIONIb30BaHNE BEPXHEH KOHEYHOCTH B IIOBCEIHEBHOM
xku3Hu 28, 35, 43]. IMeHHO Maublii nuaMeTp Koctel
MIPEAIUICYbs] MIPEAIONIaraeT UCIOIb30BaHUE MHTPAMEIYIl-
JSIPHBIX CTEepKHEH nuametrpoM 1,5-3 MM [ ocTeoCHHTE3a
KOCTHBIX OTJIOMKOB IOCJI€ KOPPUTHUPYIOLIUX OCTEOTOMHIA.

Tor ¢akrt, 4TO JaHHBIA CIIOCOO OCTEOCHHTE3a MOXKET
OBITh NMPUMEHEH MPAKTHYECKH MPH JIOOBIX BCTPEYaeMbIX
pa3Mepax KOCTH, SABJSIETCS KpalHE Ba)KHBIM IIpEeUMYLIeC-
CTBOM IIpH JieueHuu aereit 1-6 ner [28, 32, 35-37]. Kpome
TOTO, B Cilyyae OOJMTEpalMd KOCTHOMO3IOBOIO KaHaa,
TIpe/IBAPUTENBEHOE IAKe HEIIMPOKOE paccBepiinBanue dpar-
MEHTOB I103BOJISIET IIPOBECTH JIACTUYHBIE CTEPIKHH MaJioro
nramerpa. JlaHHBIH croco® OCTEOCHHTE3a MO3BOJISIET CTa-
OMIM3MPOBaTh KOCTHBIE ()parMeHTHI IPH MHOTOYPOBHEBBIX
OCTEOTOMMSX. DIACTHYHBIN XapakTep OCTEOCHHTE3a pac-
TpeeIsIeT Harpy3KHy BIOJIb BCET'O KOCTHOMO3TOBOTO KaHaJa,
YTO CIOCOOCTBYET KOCTHON KOHCONMAAIMHU M HE BBI3BIBACT
HapyILIEHUsI IPOYHOCTHBIX CBOMCTB KOPTHKAIIBHBIX IIACTH-
Hok. Kak u apyrue uHTpamemy/uIsipHble TEIeCKONMYEeCKHe
KOHCTPYKIIHH, SJIACTHYHOE MHTpaMenyJUIIpHOE apMHpOBa-
HUE NMPCAOTBpAIIACT IMOBTOPHLBIC MEPETIOMBI, U, OAXKE IPU
UX HAaCTYIUICHHH, CTaOWJIM3HPYET KOCTHBIE (DparMeHTHl,
NpeIoTBpalas ux cMenieHne. Hakorer, Teneckonuueckuit
xapakrep FIN apMupyer KoCTh Ha IPOTSHDKEHUH €€ POCTa,
CTaOMIM3UPYIONIME CBOMCTBA MHTPAMENY/ULSIPHBIX CTEpPXK-
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Hel coxpassioTes pu nepekpbitun 30 % u 6onee uxX UH-
HeL. Boutard et Laville coo0maror o nmpumMeHeHHH TaHHOM
MeTOoIVKH y 14 marmenToB ¢ TsokenbiMu popmamu HO [32].
Cpennuii BO3pacT MAIMEHTOB COCTaBWI 4 TOAa, MPHYEM
HanOoJiee paHHee NPUMEHEHHE 3IaCTUYHOTO apMUPOBAHHUS
OBbLIO IPOW3BEACHO B Bo3pacte 15 mHel, HamOoiee Mmo3a-
Hee — B 10 jeT. ABTOpBI HE OTMEYAIM HU B OJHOM CIIy4ae
po0JIeM € PacXOXKICHWEM CTEp)KHEH, OHAKO 3aMeHa MX
norpeboBanack B 75 % ciydaeB 1o Mepe pocra peOeHKa.
B cpennem, norpeboBanoch 2,5 onepanyy Ha MalnyeHTa B
TIepHoJ] POCTa. ABTOPHI YKa3bIBAIOT HA HEOOXOANMOCTD BBI-
TIOJTHEHUSI APMHUPOBAHMS | IIPU OTCYTCTBHH eOopMaryii —
C MPEBEHTUBHOMN LIEJIBIO.

JlaHHas MeTo/IMKa He JIMIIICHA HeJJ0CTaTKoB [32, 36, 37]:
CPaBHHUTEJIBHO YacTas MWIPALMSA AIACTUYHBIX CTEp)KHEH
13 KOCTH TpeOyeT NX IOMOIHUTENRHON (huKcaun, HeoOxo-
JUMOCTb 3aMEHBbI CTEPKHEN 110 MEPE POCTA KOCTH B JJIUHY
1 YBCJIMYCHUA JUAMETpaA, OTCYTCTBUE BO3MOXXHOCTHU paH-
Hel Harpy3kd Ha ONEpPHPOBAaHHYIO KOHEYHOCTh. Yacrtora
CEpBhE3HBIX OCIOKHEHUH COCTABISIET A0 25 %: MepesoMsl
(TTpeMy1IeCTBEHHO, C KOCOW JIMHUEH IepeioMa, B CpetHen
Tpetu anadusa), MUrpanus UMILIAHTOB, HECPAILIEHUE, YKO-
pOYEeHHE KOCTH BCIIEACTBUE UMMAKLIUU [32]. ABTOpBI OTMe-
YaloT, YTO MPEAPACTIONOKEHHOCTH K THa(U3apHBIM MIepeo-
MaM BO3pacTaeT M0 MEPe PacXOKACHHS HHTPaMeyIUIIPHBIX
9MACTHYHBIX CTEPXKHEH, TIPHIEM JINHUS TTEPETIoMa POXOIHUT
B KOCOM HaIpaBJI€HUN MEX/Ly UMITAHTAMH, JaKE €CIIM OHU
nepeKpbIBatoT ApyT Apyra Ha 30 % u Gonee.

Teneckonuyeckuit crepkenp Bailey-Dubow cocro-
UT U3 ABYX yacTedl. OfHa U3 ATUX YacTell mojas, 1 B Hee
BCTaBJIETCS JApyras mpu ocreocuHrese. Ha mporusoro-
JIOKHBIX KOHIIAX CTEP)KHU MMEIOT T-00pa3Hble yIOpHBIE
TUTOIIAIKH, KOTOPBIE MPEMSITCTBYIOT ITOTPYXEHHIO CTEPXK-
Hell B KOCTHOMO3TOBOH KaHall B IMPOILIECCE €CTECTBEHHOTO
pocra KocTu. 1o cpaBHEHHIO € NIACTUYHBIMH CTEP)KHSIMH
TEeJIeCKONTMIECKHiA cTep:keHb Bailey-Dubow siBrsieTcst 60-
Jiee pUruaHoi cucteMoil. IMEIoTcsl CTepKHU JUaAMETPOM
ot 3,5 MM 110 5 MM. Cuctema He SBISETCS COBEPIICHHON, U
MIPUCYTCTBYIOT CIIOKHOCTH IPUMEHEHUS TaHHOTO CTEPXK-
Ha [42, 44]. JlaHHBIA c11oc0O OCTEOCHHTE3a OTPaHUYCH B
IPUMEHEHNH TIpH JuaMeTpe KocTu MeHee 6 MM. Kpome
TOr0, TEXHOJIOTUA €ro BBECACHUA MOAPA3YyMEBACT BBIIOJI-
HCHHUC apTPOTOMHUU KOJICHHOI'O CyCTaBa IIpU BBCACHUH B
OeApEHHYIO KOCTh U TOJICHOCTOITHOTO CyCTaBa — IPH BBE-
JICHUH CTEPXKHS B 00JIBIIE0EPIIOBYIO KOCTb, YTO ITOBHIIIAET
TPaBMAaTHYHOCTD M PHCK OCIIOKHEHHH.

Teneckonmueckuii crepsxens Fassier-Duval Takxe co-
CTOUT M3 ABYX YacTel, CKOJNB3SIINX OfHA B APYToi B Ipo-
THBOTIOJIOXHBIX HANPaBICHUSAX 110 MEPE POCTa CErMeHTa
[28, 40, 41]. [IpenmymmecTBOM DaHHOIH CHCTEMBI SBISETCS
BO3MO)KHOCTb BBEJICHH 00EUX YacTel yepe3 OfH AOCTYII,
YTO MMO3BOJISIET N30€kKaTh APTPOTOMUH U BBECTH 00a KOMITO-
HCHTA aHTErPaHO Kak B OCAPEHHYIO KOCTh, TAK U B 00JIb-
mebeprioByto. JlunieHHas HenocTaTkoB crepkHs Bailey-
Dubow Teneckonmueckasi cucrema Fassier-Duval tem He
MeHee TaKke OrpaHHYeHa MUHUMAaJIbHBIM JTHaMETPOM KO-
cti 6-7 MM 171 ee yctaHoBku [40, 41]. JanHblil Tenecko-
ITMYECKUIl CTEp)KeHb B HACTOSIIIIEE BPEMsl CUMTACTCSl Hau-
GoJiee ynadHbIM PEIICHUEM B CO3JIaHIN HHTPaMERYIUIIPHON
HEPUTHIAHON TpaHC(HU3apHON TENECKONMIECKOH CHCTEMBI,
MIPUMEHSIEMOH KaK Mpu KOppeKuu aedopMarii JUTMHHBIX
TpyOUaThIX KOCTEH y AeTel, TaKk M MpPH MPEBEHTUBHOM ap-
MupoBaHuH. [Ipy cpaBHEHNM 3THX ABYX TENECKOMMIECKUX
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CHCTEM MEHBIIIasl YacToTa OcJIoKHeHui — 35 % — oTMeue-
Ha 1urst crepxkHs Fassier-Duval, Torma xak mcnonb3oBaHUe
TeJlecKonm4Ieckoro crepykHsi Bailey—Dubow compoBoxkaa-
JIOCh OCIIOKHEHHAMH B 55 % ciryuaeB [mut. o 40]. Yactora
TIOBTOPHBIX HE3AIJIaHUPOBAHHBIX OHCpaHI/Iﬁ pyu TaHHBIX
cucremax cocrapisieT 14,3 % mpu ocreocuHtese Oeapa u
18 % mpu ocTeocuntese rojeHu [1uTt. mo 40].

Hmerorcst o01ine CIOXHOCTH /WM HEAOCTATKH WH-
TpaMeqyJUISIPHBIX TEIECKOMUYECKUX cucTeM [32, 44, 45].
CymecTByeT HEOOXOIMMOCTh MX 3aMEHBI II0 Mepe pocTa
peOeHKa, yBeIMYCHNUS ITIMHBI CETMEHTa, MacChl Teja, pac-
XOXK/ICHHS JacTel TelIecKommuecKoi cucreMbl. Hepenko —
B 10,5-23,7 % — HabmiomaeTcss MUrpanys CTEp)KHEH Win
yacTe KOHCTPYKIHH, OCYHIECTBISIOMNX (HUKCAMIO K
KocTh. JlaHHOE 00CTOSATETHCTBO OOYCIIOBICHO, B TIEPBYIO
odepelib, HU3KUMU MPOYHOCTHBIMHM CBOMCTBAMHU KOCTHOM
TkaHu. Onrcanbl [eopMaluK TENEeCKOITMYECKOrO CTEPK-
Hi — 10 18,8 % ciydaeB, HepacxXoKJIeHUE YaCTel CTepiK-
Hel — 10 2,1 % ciydaes, mepenom ctepxkHei — 10 6,9 %.
[Tepenombl Ha ypoBHE paHee BHIIOJIHEHHOH OCTEOTOMHUH B
YCIIOBUSIX MHTPaMEIyIISIPHOTO TEJIECKOIIMYECKOTO OCTEO0-
cuHTe3a crepskHeM Fassier-Duval — B 20-25 %.

BaxHO OTMETHTB, YTO HW30JIMPOBAHHOE NPHMEHEHHE
MHTPAaMEAYIUIAPHBIX KOHCTPYKIMI HperonaaraeT Iepuon
70 4-6 Henenb, Korma HeoOXOOMMO HM30erarb CyIIeCTBEH-
HBIX Harpy30K Ha KOHEYHOCTb C IEJBIO IMPEIOTBPAIICHHS
BTOPUYHBIX aedopmarmii. JaHHBIA acleKT SBISeTCS He-
61aronpHUsITHBIM, TaK KaK CIIOCOOCTBYET IOMOJHUTEIBHOMY
CHIDKEHHIO TNIOTHOCTH KOCTHOM TKaHHU BCJICACTBHEC HUMMO-
6I/IJ'II/I3aLII/II/I OpTe€3aMU HWJIM THUIICOBBIMU IIOBA3KaMH U I10
MIpUYMHE OTCYTCTBUS OCeBOM Harpysku [28, 32, 35, 42, 43].

Kpome Toro, npsiMble TeJIeCKOINYECKHE CTEPIKHHU 1 dJla-
CTUYHOE UHTPaMEITyIUIIPHOE apMHAPOBAHNE COBEPIIEHHO HE
NPEOTBPAIIAIOT BO3HUKHOBEHHE BTOPHYHBIX TOPCHOHHBIX
nedopmanmii (pa3BopoT (parMeHTOB Ha YPOBHE OCTEOTO-
MHH) WM TTOTEPH KOPPEKLIMH TOPCHOHHBIX Jle(opMariyii B
MOCJICONIepaiMOHHOM Tieprozie. Ha ypoBHe GenpeHHOM Ko-
CTH THUNWUYHO PA3BUTHE PETPOBEPCHH IMICHKH, YTO KIIMHUYE-
CKHU COIPOBOXKIAETCS BBIPAXKEHHON HAPYKHO-POTALMOHHON
YCTaHOBKOH Bceil koHeuHoctH [ 14, 28, 29, 31].

Yrto kacaercs TpaBMaTusaliuu 30H pOCTa U BJIWUAHUA
aTOro (pakra Ha MOCIEAYIOIIUI HNPOAOJIBHBIH POCT, TO B
nMyOJMKaIMsAX JaHHBIA BOIIpOC He paccMmarpusaercs. OT-
MEUaeTCs, YTO CYIIECTBYeT puck snudusnozesa [40]. Tem
HE MEHee, He OTMEUEHO MPEXKIEBPEMEHHOTO 3aKPHITHS 30H
pocTa, yepe3 KOTOpbIE NMPOBEJECHBI AJIEMEHTHI TEJIECKOIH-
YECKMX KOHCTPYKLHMH, OJHAKO HCCIICTOBAHMS IOKa3an
CHIDKEHHE CKOPOCTH CHOHTAHHOTO POCTa TpaHC(HU3apHO
apMUPOBAaHHOTO cerMeHTa [46]. OKCIepuMEHTAIbHEIC
HCCIIeIOBaHMs Ha cobakax mokaszanum morepo 14-18 %
3¢ PEKTUBHOCTH OCTAaTOYHOTO MPOAOIBHOTO pocTa 0O0Jb-
mebepIoBoil KOCTH MpU OUIOIIPHOM BCTPEYHOM TpPaHC-
(hnuzapHOM ITPOBEIEHUH TACTUYIHBIX CTepkHEH [47].

B ®I'BY PHII «BTO» umenu axan. I.A. Mnuzaposa
MMPUMEHACTCA KOM6I/IHI/Ip0BaHHa${ MCTOIHMKA OCTCOCHUHTC-
3a (BHeIHss (UKcaysi ¥ WHTPaMeTyUISIpHBIA 3IacTHY-
HBI OCTEOCHHTE3 CTEPXKHSAMH C OMOAKTHUBHBIM THIPOK-
CHAINIaTUTHBIM TOKPBITUEM) /ISl KOPPEKIMHU aedopMaruii
HIDKHUX KOHEYHOCTEH Yy MalMeHTOB C METa0OINYECKUMHU
octeonatusmMu [48, 49]. Meroauka npenHa3HaueHa AJs
HCTIpaBIeHUS nedopManiii HKHAX KOHEYHOCTEH y IeTei
C HECOBEPIICHHBIM OCTEOT€HE30M M OCHOBaHAa Ha KOMOH-
HUPOBAaHHOM IPHUMEHEHHH UYPECKOCTHOTO OCTCOCHHTE3a
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armaparoM Mnn3apoBa M HHTpaMemyISIpPHOTO OCTEOCHH-
Te3a CHUIAMH C OMOAKTHBHBIM MOKPBITHEM U3 THIPOKCH-
amaruta (['A), obGecrneunBaromero MpoQUIAKTUKY pPeIi-
JuBa AeopMauy Kak 3a CUeT MEXaHHYECKOH MTPOUHOCTH
apMPIpOBaHHOﬁ KOCTHU, TaK U CTUMYJIAIIUH DHAOCTAJIBHOI'O
KOCTe0Opa3oBaHUs CO CTOPOHBI KOCTHOTO MO3ra C COKpa-
IIEHHEM CPOKOB JieyeHus nauuenrta. Kpome Toro, npume-
HeHue anmnapara Min3apoBa mo3BosisieT BBIOIHATH C Tep-
BBIX JK€ JIHEH [M0CIIe0NnepalioHHOTO IIEpHo/ia Harpy3Ky Ha
OIIEpPUPOBAaHHYIO KOHEYHOCTh U N30€XKaTh BTOPHYHBIX TOP-
CHOHHBIX edopmanuii. BuoakTHBHOE OKPHITHE UMILTaH-
Tara ¢ TMAPOKCHANIATUTOM M CHEHU(PHISCKHM perbedoM
o0ecIieunBaeT OCTEOKOHAYKTUBHOCTh U OCTEOMHIYKTHB-
HOCTH ITOBEPXHOCTH WHTpPAMENYIUIIPHBIX cTepxkHer [50,
51], uro yBenmmumBaeT CTaOMIBHOCTD O3UIINU UMILTAHTOB
U CTUMYJIHMPYET KOHCOIUIALUIO KOCTHBIX OTJIOMKOB.

Opnako KOMOWHUpPOBaHHAS METOJMKA IMperoaraet
BBEJICHUE MHTPAaMENyJUIPHBIX CTEep)KHEH depe3 meradu-
3bl, & HEe TPaHC(HH3APHO, YTO HCKIIIOYAET apMUPOBaHHE
KOCTH Ha BCEM MPOTSKEHUH B Ipoliecce MOCIeTyIOIEro
pocra. JIpyruM HEIOCTaTKOM SIBIISIETCS ITOCTEIIEHHbIH Xa-
paxTep KoppeKkiuu JedopMaiuii, OCHOBaHHBIH Ha IPUH-
munax Merona Mnusaposa. JlaHHBIH OIXOI MOXKET C ycIie-
XOM MIPUMEHSATHCS JIUIIH TIpH Jerkoit popme HO — mepBom
tune [52, 53]. B ocTanpHBIX cIy4asx BeIpakKeHHBIH ocTe-
OIIOPO3 KOCTH TIPEMSATCTBYET COXPAHEHHIO CTAOMIBHOCTH
BHEIITHETO OCTEOCHHTE3a B IIPOLECCE YAIUHEHHS WIN
MMOCTENeHHON Koppekuuu nedopmanuu [11, 17, 28, 31].
Tem He MeHee, HEIPOAOIDKUTEIBHOE HCIIONB30BaHNE 00-
JIETYeHHOM KOHCTPYKIUH amiapara BHEIIHe! (HUKCaliK B
COYETaHUM C TpaHC(U3apHBIM apMHUPOBAHHUEM MOIJIO OBl
COXPaHUTh BO3MOXXHOCTh PaHHEW Harpy3KH Ha OINEepUpO-
BaHHYIO KOHEYHOCTH C IIEJIbI0 MPEJOTBPAIEHUs] UMMOOH-
JIM3alMOHHOTO OCTEONOP03a M UCKIIIOUUTh PUCKU BTOPHY-
HBIX TOPCHOHHBIX Aedopmaruii 1 UMMOOIH3aMOHHBIX
KOHTPAKTyp.

OtnenpHOM TpoOIIeMOH SIBIISICTCS BapycHas nedopma-
us mmeiiku Oeapa y 6ompHBIX ¢ HO, a Takxke maromormde-
CKHe TIepEeJIOMBI IEHKHU M TOBEPTENbHOM obmacTH [2, 14,
28]. Aarabi M. et al. cpenu 293 neTeit ¢ HeCOBEPIIEHHBIM
OCTEOTeHE30M OOHAPYKUJIH BapyCHYIO Jedopmanuio B 29
cllydasax, MpeUuMyHI€CTBEHHO Yy IMAaOHUCHTOB C TPECTbUM U
gyerBepThIM TUIIOM HO [30]. IToka3aHus k oneparuBHOMY
JICYCHUIO 00yCIIOBIICHbI (PyHKIIMOHAIBHBIMUA OTPaHUYECHU-
SIMH, CBSI3aHHBIMU C ie(hopMaIieii  npeIpacioioKeHHO-
CTBIO K Pa3BUTHUIO NATOJIOTNYECKUX TIEPEIOMOB Ha BEPIIH-
He pedopMarnmu. Y nereil Koppekiust Takoi aedopMayn
TIPOM3BOIUTCS 32 CUET MEKBEPTEIBHOM OCTEOTOMHH, OCTE-
OCHHTE3 BBINOJNHACTCA crnuiaMu KupuiHepa pasinnyHOro
JaMeTpa, KOTOpble (UKCHUPYIOTCSl CEPKISDKEM K WHTpa-
MEIYIIPHOMY TEJIECKONTUYECKOMY CTEPKHIO, WM TOJb-
KO C MCIIOJh30BaHHUEM HMHTPaMEIYIUIIPHOTO CTEpKHS [29,
54]. Ilpu naHHOM TOAXOAE COXPAHSETCA BBICOKUH PHUCK
MHTpallMd MaTepHaia OCTEOCHHTEe3a, HECTaOMIbHOCTH
ocreocunTe3a. OCIOKHEHNS, CBSI3aHHbIE C TPUMEHEHHEM
CTEpKHEH U cIull, BcTpevarotes B 12 % cimyuaes [29].

B neueHue nerell ¢ HECOBEPIIEHHBIM OCTEOI€HE30M
BOBJICYEHBl MHOTHE CHELUUAHCTH. TOJNBKO MYJIBTHANC-
LUIUIMHAPHBIN TIOXO0J] TO3BOJSIET JIOCTHYh MaKCHMallb-
HO BO3MOXXHOTO ()YHKIMOHAIBHOTO pe3ynbrata [25]. Jlmst
OLICHKH PE3YJbTaTOB JIEIEHHSI 000CHOBAHO HCIIOIb30BaHNE
ITKaJIBI TI00aThHON ABUTATENbHON akTHBHOCTH (GMFM),
ompocHuka Gillette, Pediatric Disability Inventory [18-20].
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[Toxazano, 4TO TpHMEHEHHWE WHTPAMEIYUIIPHBIX Tele-
CKOITMYECKUX KOHCTPYKIUH YBEIMYMBAET CHOCOOHOCTH K
CaMOCTOSITEIIFHOMY TEPEIBIDKEHHIO peOEHKa CO BCIIOMO-
raTeIbHBIMU CPEACTBAMH WM 0e3 HUX B BEPTHUKAIBHOM
MO3MIINH, Ha YeTBepeHbKax (mpu TpetseM Tune HO), Bo3-
MOXKHOCTH camoo0ciyxuBanust [21]. OqHako MOBBIIIEH-
HBII Bec peOeHKa CHMXAeT d(PPEKTUBHOCTD YITyYIIEHHs
WJIN IPUOOPETEHHNs ABUTaTeIbHBIX HaBBIKOB. Kpome Toro,
TIOBBILIIEHUE JIBUTATEIBHBIX CIIOCOOHOCTEH (mepemerie-
HHE, caMOO0OCITy)KHBaHHE) COXPAHSIETCS JIMIIb JIO YEThIpeX
net nocne onepauuu [35, 40].

Heo6xomnMo OTMETHTH KpaiHIOI BaXKHOCTH IIPUME-
HeHus On(pochOHATOB B KOMIDICKCHOM JICUCHHH NIETEH C
HO [55-58]. Ux antupe3opOTHBHBIN 3(dekT mo3BoiseT
COXpaHHUTh MHHEPAIN3AINIO KOCTHOW TKAaHHU 32 CUET CHU-
KEHUS (PYHKIUH OCTEOKIacTOB. OIHAKO JaHHBIA dPPEKT
MOXET CONPOBOXKIATHCS 3aMEUICHHEM M JTaXKe OTCYT-
CTBHEM PEMOJICINPOBAHUS KOCTHON MO30JIH IOCIE KOPpH-
THPYIOIIMX OCTEOTOMHI U, COOTBETCTBEHHO, OTCYTCTBHEM
WK KpalHe OTCPOYEHHOM KOCTHOM KoHconumauueit [59].
[Tpn ncnonp30BaHUM TaMHUIPOHATA OTCYTCTBHE KOHCOJIH-
Jlanuy uepes 1 rox mocie onepanyu ObUIO KOHCTaTHPOBa-
HO B 72 % ciyuaeB, 3aMeHa ke B T€pPaleBTHYECKOM MpPO-
TOKOJIE TaHHOTO TIpernapara Ha 30JCHIPOHOBYIO KHCIIOTY,
WHQY3UN KOTOPOIl HAaYMHAIN HE paHee, 4eM depe3 4 Mecs-
Ia TTOCJIe OMEpAIliH, TI03BOJIMIO CHU3UTh YacTOTY Hecpa-
mennit 1o 42 %. Kpome Toro, BBHIIOTHEHHE OCTEOTOMHH
0e3 MCTOIb30BaHMsI BHOPOIMIIBI, & OCTEOTOMOM, TaKkKe
OTHECEHO K (haKTopaM, YIIy4IIAOIUM YCIOBHUS JJISl KOCT-
HOTO cpaienus [60].

C npyroi# CTOpOHBI, yCTaHOBJIEHO, 4TO BUTaMKH D urpa-
€T WCKIIOUUTENIbHYIO PONb B TIOBBIIIEHHMH MHHEpPATbHON
IUIOTHOCTH KOCTHOW TKaHu [61]. JlomoOTHUTENbHBIN TpreM
400 u 2000 exunul BUTaMHuHA J[ NETBMHU C HECOBEpLICH-
HBIM OCTEOTCHE30M ITOBBIIIAN B CHIBOPOTKE KPOBH YPOBEHB
JTUTUIPOKCUBUTAMIUHA D Kak CyMMapHOTO SK30T€HHOTO U
SHIOTeHHOTO BUTamMuHA D [62]. OmHaKo 3TO HE COMpOBO-
JKTAJI0Ch TOCTOBEPHO 3HAYMMBIM YBEIIMUYCHHEM MHIHEPAIb-
HOU IUIOTHOCTH Ha YPOBHE TeNl MOSCHUYHBIX O3BOHKOB
[63]. anHbIHA UcX0 0OBSICHAECTCS, BEPOIATHO, OTCYTCTBHEM
npobiieM MeTabonu3Ma xonekanbiiedepona y aereit ¢ HO,
HO HapyIIEHHEM CHHTE3a KoJIareHa KOCTHOM TKaHH.

KoHeuHOM 1epi0 XUPYPrudecKoro JeueHus, KoTopoe,
KOHEYHO e, SIBJISIETCS] YaCThI0 MYJIBTUANCIMIUIMHAPHOTO
TIO/IXO/Ia, SIBJISIETCS COXPaHEHHE W YITydllleHHe (yHKIIHO-
HaJIbHBIX BO3MOXXHOCTEH NalMeHTa, CTPaIalolero Heco-
BEpILICHHBIM ocTeoreHe3oM [18, 21, 25, 35, 57, 60]. Pea-
JU3yeTCs 3Ta IEeNb Yepe3 pemieHne 3a1ad, O0muX KaK st
opTomena, TaKk W JUIA APYTHX CHECIHAIHNCTOB: MpodHiIak-
THKa TIEPEIOMOB, KOppeKuus aedopMaruii, yirydIieHue
(hyHKIMH cycTaBOB, OONerdYeHne yxoaa 3a peOeHKOM, CO3-
JTaHWEe YCJIOBHU ISl MPUOOPETEHHSI W Pa3BUTHS HABHIKOB
JIBUTaTeNIbHOIM aKTMBHOCTH U YIYYIIICHUE BHEIIHETO BUAA.

Xupypruueckoe JieueHue Jae(opMaluii J0mKHO Mpea-
oJaraTh He TOJIbKO TOYHOCTb M HOJIHOTY KOPPEKIIMH, HO U
MpeIoTBpallaTh PUCKU BTOPHYHBIX JeopMaluii 1 cMmele-
HUHA B OMDKaWlIeM M OTJaJIeHHOM IOCJIEONepalioHHOM
Mepuojie B Iporecce pocra pedeHka. MeTonbl Gukcarmm
KOCTHBIX (D)parMEeHTOB JOJDKHBI OOECIeunBaTh PAHHIOO
MIOJTHOIICHHYIO HArpy3Ky Ui MPEJOTBPALICHAS UMMOOH-
JTU3AIMOHHOTO OCTeonopo3a. HeoOxoamMo Taxke MaKch-
MaJIbHO BO3MOYKHO MCKJTFOYATh OCIIOKHEHHS, CBSI3aHHBIC C
MIPUMEHEHHEM HHTPAMEAY/UIAPHBIX KOHCTPYKITHH.
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