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Tyitinaeme

Keminmezen ocmeozeHes cyliek KYpblablMbIHbIH ©32epyiMeH, JHcUi CbIHYbIMEH JcaHe e32e myuleaep dicyliecinde 6Y3blablcmapdblh
KepIHyIMeH cunammaamulH, jxcui kesdecemiH, 0aHekep MiHIHIH MyKblM KyaaatimoelH ducnaasusicobl. bya 1 munmi koanazenHiy eHOIpinyiHiy
OY3bL/bICbIMEH CUNAMMAIAMbIH 2eHeMUKAIblK 0emepMUHAYUNAHFaH aypy 6016in mabbliadbl dcaHe ai KyHee deliiH HaKkmublL emoey dxcylieci
KYPbLAMAFaH CblpKam.

Makanada 6ananapdarbl sxcemiamezeH ocmeozeHe3di Xupypausiavlk emoeyodir, mesecKOnusiAblK emec HaHe MmenecKONUsAbIK
uHmpamedyaasipavlk mytipeyiwmep (Pyw masikwacs, muman cepnimoi cmepicenvoep (TEN) scaHe m.6.) Ko0aHbLabin KHcypeizisemin
3amaHayu mypJ/epi mypa/nl FblAblMU 0epekmep MeH Xupypausiablk emoey maciadepi maakvlaauraH. Xupypausielk emoeyde K0a10aHbLAAMbIH
6ekimy KypblAFblaapblHbIH KeMWIiAIKmepi MeH KymiiemiH ackKblHyaAapsl mypaJsl CapanaHfaH.
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Kipicne

’KeTinimereH ocTeoreHes - cyleK KypbLIbIMbIHbIH,
e3repyiMeH, kUi CbIHybIMEH »JK9He ©3re Myllesep
)KyHeciHZle OY3bLIBICTAPABIH, KOPiHyiMeH CUIATTalaThIH,
JKMI Ke3JleceTiH, JoHeKep TiHiHIH TYKbIM KyaJaWTbIH
Jucmiasuscel. bysn 1 TUOTI KoJareHHiH, eHZipinyiHiH
OY3bLIbICEIMEH cunaTTalaThiH reHeTHKaJbIK
JleTepMUHUpJi aypy 6GoJsbin Tabbuiazel. JKeTinmereH
octeoreHe3niy, (KO) pmamy  MexaHHM3MiHIH  JkaHa
JKOJJJapbIHbIH,  TabblIyblHa  GadsaneicTel  Sillence
reHeTUKaJ/bIK, JKikTeMeci 9pJallbIM  TOJIBIKTBIPbIIBII
oteipazsl [1], Online Mendelian Inheritancein Man (OMIM)
2017 oKblIbl TeHETHKaJblK TeTeporeH/iNiKTI eckepe
oThIpbII, oKmayaanFaH XKO-iH 17 TypiH axbipaTTs [2].

Orfanet 2016  XbUIBI ~ KOpPCETKEH  pPecMHU
maJimetTepre cydeHcek [2], KO Tapanysr 100 000
TypFbIHFa wakkaHaa 10,0 kypanabl, AKII nen Kanagaga
ceipKkaTTanywbLiblK 1:10 000-20 000 >xafmaiibl KepceTin
Typ [3-5].

Kasipri yaKbITTa Fa/IbIMJapFa cyitex
CBIHFBIIITHIFbIHA dKeJIeTiH HAaKThl MeXaHU3M/lep Gericis,
coHbiMeH KaTap KO reHeTHKa/JbIK >koHe (GEHOTHUNTI
©3reprillTiri TyciHiKci3.

JleHcay/ibIK caKTayAbl AMbITY OpTa/bIFbIHbIH 2020
KBLIFBI JlepekTepi 6olibiHia Kasakcranga 2020 KblaFbl
pecMu MaJliMeT GOMBIHIIA CYHeK-OYJILIBIKET, JoHeKep TiHi
aypyJ/1apbIHbIH Tapasybl 0-5 xkac apanbirbiiaa 11,8 Kypazbl
[6]. Enimizzme xapusiiaHFaH aknapaT Ke3zepi 60MbIHIIA
KO Tapany »uiniriH HakTbl caHJapfa ciaTeMme acam

aHBIKTAy KUbIH, ce6ebi aTasMbIll aypy TypJii TUNTEPiHiH
JlaMyblHa 9KeJIeTiH MyTauusaap a9/ KyHre JiediH TOJIBIK,
3epTTesiMereH [7].

CoHbIMeH Karap, OYriHri TaHJa MOJIEKYJIaJIbIK-
FeHeTUKa/IbIK, ~TaJJayJapJbl OTKi3y JKoHe oJiapblH
HOTHXeJIepiH KJIWHUKAaJBIK, KepiHicTepiHe
COMKeCTeH/IipYAiH Kelbip KUbIHABIKTAph! 6ap. COHABIKTaH
2KO 0Oap Haykacka mgep Ke3iHJe [JUarHo3 KOUBLIBIIN,
Oip/ieH CollKeC MaTOreHeTHKAJbIK €M TaFaWblHAaJIaThIH
)armanyaap ere a3. KO 6Gap HaykacTapAbpl emjey oJi
KYHTe JileidiH KypAeJii 60JbII Kasa 6epe/ii )KoHe aTaIMbIII
HayKacTapFa MeJUIUHAIBIK KOMEK KOpCeTy/eri 0cChl
MaceJsiesiep KelleH/JI MYyJbTUAUCLUIIMHAPJBIK TaCII/AI
YKYMBLUIZBIPYABI KaKeT eTefi [7-9].

Ocbl MacesieHiH e3eKTiIiriHiH Tafbl 6ip KepiHici -
KO ToH cylek TiHiHIH KypbIIBIMABIK ©3repiciHiH epuryi
ayblp OY3bLIBICTAPp MEH MaTOJOTUSJIBIK ChIHBIKTapFa
oKesyi. Ayl osap 3 Ke3eriHJe MyreJleKTiKTiH Herisri
ce6ebi 6OJIBIN caHaJIa/bl )KoHe HayKacTapAblH eMip cypy
canacblH aHbIKTaW bl [10-13]. CoHABIKTaH CyHeKTepAiH
»KaHa ChIHYJIapbIH 60JIAbIPMAY YILiH )K9HE aCKbIHY/Iap/bIH
alIbIH aJly VUIIH HayKacTapfa KOJIaWjbl XUPYPTHUSJIBIK
eM/iey 9JliciH TaFalbIHJAy 63€KTi TaKbIPbINKA aWHAJIBII
OTBIP.

94e64 IWIOJIyABIH, MakcaTbl - bananapjarbl
)KeTIJIMereH ocTeoreHe3fi XUPYPTUSIBIK — eMJeYAiH

3aMaHayH TOCi/lJiepiH cunmarTan capasay.

9Jeb6ueT Ko3JepiH i3jey crpaTerusicbiHa cunaTraMa

Ocbl opibreTKke wWIOMYAbl »KacayFa JadbIHJBIK,
6apoicbiHga 6i3 PubMed, MEDLINE Complete 6a3anapeinzia
Medical Subject Headings (MeSH) npuHnunia Kosijassl,
«osteogenesis imperfecta», «surgical treatment» Ty#in
ce3zepiH KoJiaHy apKbLibl 2022 xbliFa JeHiHri ofe6uer
Ke3JepiHe i3gey »xkyprisingi. Xannsl i3gey HoTUKeciHzAe
58 komkasba Tipkeszi, cypblnTaygaH coH 23 Kospkazbta

ipikTen anbpiHABL MakanaHblH ~ Heri3ri GesiMiHgeri
3aMaHay¥ eM TYpJIepiH capasiay TeK aTajFaH 6a3anmaparbl
MakaJiajap Herisinje tapkaTtbliraH. Opeic Tinzai ane6uer
Ke3Jepi Je KoFapbl aTajJfaH TYHIH ce3jepre KocbIMIla
«aypyluaHJbIK», «Tapajybl» >XoHe T.0. ce3Zep OOWbIHIIA
3JIEKTPOH/bI FBIIBIMU KiTanxaHa apKbljbl 3epTTe/].

’KeTtisiMereH ocreoreHe3iH, eMiHe KaJIbl IOy

KO empey cumnToMaTHKaJbIK GOJBIN TabbllajAbl
>)K9He eM aypy aFbIMbIHBIH aybIpPJIbIK, JapexeciHe Tikesei
Toyeali 6oaMak. EMaeyaiH MakcaThbl cyilieKTep/iiH CbIHY
JKUeJIiriH  TeMeHJeTyre, HayKacTblH, KO3Fa/bICbIHbIH
J)K9He ToyeJsCi3AiriH >KoFapJjaTyfa, aypy CHHADPOMBIH
TeMeH/IeTyTe, CyHeKTeH TbIC KepiHicTepai Aep KesiHze
aHBIKTAIl, 6aKblIayFa XoHe J[9pijiK eMHiH Kepi acepJiepiHiH
a/ibIH asyFa Herizgeneai [9].

KO 6Gap HaykacTapAbl eMmzey VIUiH apHalbl
MaMaHJapAaH KypbUIFaH (TeAuaTp, XUPYpr-opTollef,
reHeTUK, peabUJIUTOJIOT, 3HAOKPHUHOJIOT, CTOMATOJIOT,
CYpZ,0JI0T, 9JIeyMEeTTIiK KbI3MeTKep/MCUX0JI0T) Kenbelinai
Tom Kaxet [11,12].

XKannbl  KapacTbIpblIbII ~ OTBIPFAH  aypYZbIH
MeZMKaMeHTO3/Ibl eMiHiH JaJieeMesiKk 6asackl aJi fe
6oJsica a3. KO kesiHze KoJsiJjaHy YLIiH A9piJliK 3aTTapAblH
TYpJIepiHiH, THIMZIJIrT MeH KayillCi3JiriH  3epTTey
MaKCaTbIH KOINTereH 3epTTeysep xanracyga [14]. Kasipri
TaHJa CyHeK TiHiH KaWTa MoJiesbjieyre OaFbITTaJFaH
JIopiJsik 3aTTap/blH eKi TOGBI ToXKipubeae KoJAaHbLIaAbI:
aJIFALLKBIChl — KOFaJIFaH CyHeK TiHI MaccacblH KaJlblHa
KeJITipyre GaFbITTaIFaH cyHekTy3yuii 3aTtap (dropuarep,
KaJbIUTOIMH), eKiHWi Tom - CcyHeKk pe30pOLUsICh
WHTHGUTOpPIApHI - 6uchochoHaTTap, KaMbUK Ty3aphl, D
JopyMmeHi [15,16].

2KO popimMeH eMjzeyne GipHelle XbLijap GoHbIHA
6udochoHaTTap KOJAAHBLIBIN KeJeAi. AypyZAblH >KeHiI
arpIMJIapblH/ia OyJs A9piaiK 3aTTap TaralbIHAAJIMaN/bL.
BudochaHaTTap/bl KIMHUKAJIBIK KIHE ayPy TAPUXbIH/AFbl
MaJliMeTTEpTE JKOHE pPEHTreH-ZIeHCUTOMETPUS
HOTWXKeJiepiHe Heri3fese TaFralbIHAAMa/bI [17].

YakbITbIHJA TaFaUbIHAAJFAaH MeJUKaMeHTO3/ibl €M
HayKaCTbIH 6Mip canacblH apTThIPYFa, CbIHYy/Iap MeH cyiek
KHCal0JIapbIHbIH, JaMy >KUIJIriH KbICKApTyFa MYMKIHZIK
6epeni.

XupyprusiblK, eMJeyAiH, MiHJeTI - CbIHBIKTap/bl
KaKeT yaKbITbIHAA JK9He JypbIC OCTEOCUHTE3JEY,
COHbIMEH KaTap Y3bIH CYHeKTepJiH AedopManusjiapblH
YKOHE CKOJIM03/bl TY3eTy 6OJblll TabbLiajbl. /lereHMeH,
CYHeKTiH KHcaroapblH KOCMETHUKaJbIK TY3€eTYy KaXKeTTiJIiri
aTaJMbILl aypyZAbl XUPYPIrUSJIBIK eMJeyre KepCeTKill
peTiHze KapacTelpbliMaiabl. Cebebi  KUHAKTaJIFaH
TaXipubese 6i3 ocbl MakajaZa KapacTbIPbII OTBIPFaH
KO xupyprusiblK eMiHJe TeJeCKONUAJIbIK JKoHe
TeJIECKONUSAJIBIK, eMeC e3eKTep/eH TypaThblH CyHekiminik
TyWpeyilTepsi KoJAaHy Ke3iHZeri acKblHyJapZblH,
Ke3/iecyi ie Ha3ap ayzapazsl [18,19].

OTazaH )oHe CbIHY/,aH KeliH HayKaCTbIH KO3FaJIbIC
GeJsICeH/IiJIIriH Ka/IMbIHA KeITipyie OHAJITyFa 6aFbITTa/IFaH
ic-1apaJsiapZiblH Jja MaHbI3bl 30P.
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KeTiiMereH ocreoreHes/liH, XUPYpPrusaiblK eMiHiH, 3aMaHayHy dJicTepiHe MmOy

ConpiMeH, KO 6ap HayKacTapAbl XHUPYPTUSJIBIK,
eMJieyre  Herisri  KepceTKiliTep  y3blH  TYTIKLIeJI
CyHeKTepAiH CbIHYbI, Tya NaiAa 60JIFaH XoHe XKapaKaTTaH
KeliHri gedpopmarnusamap 60.bin caHaaaAbl. CbIHBIKTapZbl
XAPYPTHUSIBIK, ~ eMAeyAiH  MakcaTbl  ¢parMeHTTepAiH
BIFBICYBIH JKOI0 JK9He 6O0JbIpMay, aybIPCBIHYAbl a3alTy
KoHe epTe 6eJsiceHZipy MYMKiHJiriMeH MMMOGU/IM3aIus
YaKbITBIH KbICKAPTY CaHaJIca, asiK-KOJIZIbIH, aHaTOMHUACBIH
KaJIllbIHa KeJITipy oHe CYHeKTiH MaKCUMaJlZibl Y3bIH/bIFbI
GolibIHA CYHeKTiH imiHe TyHpeyill OopHATyY XUPYPTrHUSIIBIK
eM/IeyAiH Heri3ri NpUHIUI 60JIbIN TabbLIabIL.

KomxkeTtiMai  omebuerTep  Ke3zepiHJe  cyiiek
CBIHBIKTApbIH 6eKiTy VIIiH opTypsi KYpbLIbIMAAPAbIH
KOJIZJaHBbLTY bl CUNATTaJIFaH, coJlapAblH iminge
TeseckonusiiblK, emec (Rush Tagkmacel, KroHTHIED
TyHpeyil), TUTaHHaH >acanraH cepnimMai esektep (TEN),
KupiHep cbIMAapsl, UBIK CyHeriHiH HHTpaMeay/IsapIbIK
OCTEOCUHTe3iHe apHaJIFaH dukcaTop-TyipeyimTep
(UHN) xoHe  TesIeCKONMHUSJIBIK ~ HWHTPaMeAy/IsapJbIK
TyipeyimTep Bailey-Dubow (BD), Sheffield, Fassier-Duval
(FD)), myiacTHHaMap MeH ChIPTKbl GEKIiTY KYpbLIFbIIApbI
KOJIIaHbLIa bl [20-24].

Cy#ekiwinik Ty#peyimTepAid JAaMy TapuXblHA
KbICKaIlla Loy »kacacak, 1952 »xbuibl Sofield H.A. meHn
Millar A. asfamr peT WHTpaMeAyJUISPJBIK TyHpeyimTepai
eHri3y oficiH cumattagpl [25]. Anaijga GanaHblH cyieri
O6CKEH/IiIKTEeH, TYUpeYyill CYHeKTiH Y3bIHABIFbIH TOJIBIFBIMEH
ycTail ajMayblHa 6GalsaHbICTBl  AedopMalUsIapAblH,
peuuauBTepi MeH TYHUpeyilITiH ChbIHY OTaHbI eKiHIUi peT
KalTa )ypri3y/i KaKeT eTTi.

1963 xkbLibl Bailey R.W. xxone Dubow H.I. 6ipiniui
6oJibII  Cyliek ©cyiMeH y3apTbIAThIH TeJeCKOMUSIIBIK
HHTpaMeAy/ISIpbIK, KYHeHi ycbiHABL [26]. On xkyHeneri
TylpeyilTiH 6ypaHjabl T-Topi3ai yuisl )kyMcak, TiHAepre
Kellin KeTyiHe 6al/IaHBICTBl aCKbIHYy JeHreii >XoFapbl
6osbln Kasia 6epfi. Keitinri Sheffield yceinFaH Ty#ipeyiumTiy,
©3TepTi/IreH HYCKACbIHJAA VLIl ©3eKKe G6eKiTiseTiH
6osabl [23]. ATasnraH e3eKkTepAi GekiTy KesiHze ipresec
6ybIHAAPABIH apTPOTOMUSCBIHA KQXeTTiJiK Ty/pbl, acipece
YJIKeH KITIHIIIKTI 6eKiTy Ke3iH/e xapaKaTTapFa aKeJ .

Fassier u P. Duval uHBasuBTi gapexeci TeMmeH
aHTerpajThl KipeTiH TesleCKONUSIBIK TyHpeyiluTi a3ipsieai
[27]. Auctanbabl 6ekiTyxniy e3ingik HyckacbiH T. Cho et
al. ycelHFaH 060J1aThIH, aTaJMbIll KYPBUIBIMHBIH, 6ipas
Geuiiri Teciri 6ap KbLIBILUTOPi3/Ji YIILIHAH TYpPajbl, OJI
Tecik apKbLIbl 3MUQU3JE KeCeTiH cnuuasap KeMeriMeH
6ekiTysnep opblHanabI [28].

Temenpe 6i3 KO 6ap HayKacTapzbl XUPYPTUSJIBIK,
eM/ieyAie KOJIZAHBLIBIN KeJle >KaTKaH KyPbUIFbLIAp/bIH
TUIMAINIriH 3epTTereH 3aMaHayd OipHelle 3epTTeyAiH
HETi3ri HOTIKeJIepiH TapKaTaTbIH 60JIaMbI3.

B 2019 »xblibl Munrasos E.P. jxoHe 6Gackasapbl
TEN e3ekTepiHiH oOKlayJaHFaH KOJIJAHbLIYbl MeEH
oHel UWinsapoB anmapaTbIMeH OipikTipin KosgaHyZABIH
TUIMAIITIHE  caJbICTBIpMaJibl  3epTTey  HOTHXKeJepiH
)Kapuaaazibl. ABTOpJIApAblH MaJliMJieyiHlle peBU3USJIBIK,
ora »xacay Kaxettiniri TEN ©3eKTepiH OKluayJsall
KoJijaHfaH Haykactapaa 100%-ab1 Kypaca, ekiHuii Tonta —
87,5% xypanpt [29].

An con xkbliabl PersianiP. etal. ycbiHFaH HaTHXe1ep
6olibIHIIA OTafaH KeMiHri 60-1bl anTafa peBU3Hs Kacay
KaxeTTiairi 75% »kafmaljbl Kypajbl. AliTa KeTeTiHi 6yn
3epTTeyllijiep 3epTTeyre KaTbICKaH 36 HayKac GaslaHbIH,
12-upa 6ip TEN, kanraubigza exki TEN kosjganraH

6osateiH [30]. ATasnraH eki 3epTTeyzne [Je pe3UBHSA
»KacayFa KaKeTTIMKTIH cebenTepi MHPEKIUsA, MUTPALHS,
©3eKTep/iH albIPbIHbIH 6Y3bLIYbl HEMece KUCAIobl 6OJIFaH.

bizzin HazapbiMbI3abl 2017 xbukl J. Scollan et al.
ycoiFaH KO 6ap HaykacTap[bl XUPYPTUSJBIK eMJeyie
Rush TasiKmaceid 229 HayKacTa KoJIJaHyAbIH HOTHXKeJIepiH
capaJiaHfaH OipiHm MeTa-aHaMU3/iH KOPBITHIHZBICHI
OOUBIHIIA OTaJlaH KeHiH HayKacTapAbl O0aKbLIAyAbIH 72-
i abIH/Aa KalTa oTa »acay KaxeTTisiri 39,4% »xafrgaija
TyblHAaFaH. OHbIH 25,7%-bIH/a TassKIIaHbIH MUTPAIHSIChI
aHbIKTasFaH. CyHeK CbIHYbl HeMece KHCaloblHa KATbICTbI
aCKbIHYyJIap HayKacTapAblH caydaeB 19,5% kesneckeH [31].

R. Marafioti xoHe G. Westin 20 HaykacTa
6ipHewie ocrteoToMus kacaygarbl Sofield-Millar opicin
KOJIZJaHA OTBIPBII, TeJeCKONMUSIbIK, WHTPaMeAyaspJblK
TylpeyimutepmMed 153  ¢ukcauusa xacaraH. Kailta
KYPBUIFbI OpHATy MeH MHTPaMeAy LISPJIbIK OCTEOCUHTEe3 i
BD Ty#peyimtepi apkblibl KyprisreH. HoaTmxkeciHze
cratukanblK Tyipeyimtep (Rush, FIN xoHe Steinmann)
KoJIJJaHFaH JKaFaanJapMeH caJIbICTBIpFaH/a BD
KOJIIaHFAaH HayKacTapZa KalTa oTa »acay KaeTTiiiri
3,5 ecere TeMeHereH [32]. Anaiiga, BD TyipeyimTepiHin
TUIM/JJIIriHE KapaMacTaH, aTaJMblIl KYpPblIFbIHbI KOJIJAHY
Ke3iH/Je  MexaHMKaJblK CHNATTaFbl  aCKbIHy/JIap/blH
TYbIH/AY KHUIJITHiH KOFapbLJIbIFbI 6aliKa1a/bl.

2020 xbuibl Addar A. et al. FD KypbLIFbICBIH
KoJilaHFaH 27 HaykacTbl 10 Kbl 6OHbl 6aKblIaybIHbIH,
HOTWXKeJiepiH >Kapusiajbl. BipiHumi peBususira gedinri
opTalla yakpIT 5,9 XbLIAbl KypaZbl *9He OCbl YaKbIT
ilmiHfe cyleK ChIHYbIHBIH HOTHXKeCiHJe KalTa oTa »kacay
KaxkeTTiniri 53,3% »xarnaija keszgecked [33]. CoHbIMeH
kKaTap Spahn K. et al. (2019) masiMzeyiHLIe cTaTUKaBIK,
TylpeyiliTepMeH cajbicThipFaHia FD Ty#peyiwiHig 4
KBUIABIK cakTaaybl 88% Kypazpbl (cTaTukanbikTa - 40%),
aJl peBU3Hs Kacay KakeTTijiri 8 ecere TeMeHeai [34].

3amMaHayM 3epTTey/nep capajaFaH MeTa-aHaJlN3
OeH IKyHeJsiK IOy HOTHXKesJepiHe Kapacak, OyriHri
Tagga KO XUpYyprusiiblK eMAeyAiH acKbIHyJapbIHbIH
KepceTKilli »KoFapbl 60JIbIN KaJa 6epe/i, TeleCKONUAJIBIK,
Ty#ipeyimtepai KosnpanraHHaH 50% CcaHbIH KepceTce,
TeJIECKONUSA/IBIK, eMeC TyHpeyiluTepAi KosJaHyAblH 58-
87% masimeTiH 6epin oTeip [18,19].

CyMekiwinik  TyHpeyiluTepzid  eki  TypiHiH
ACKBIHYJIapbl CaJIBICTBIPMalnbl TYpFbIAa TeMeHJeri 1-mi
KecTe/le KopCeTui.
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Kecme 1 - TeneckonusinblK JicaHe menecKonusavlk emec e3ekmepdeH mypambvlH cylekiwinik mytpeyiwumepdi KoadaHy kesindezi
acKbIHyAapOblH CAbICMbIPMAbI MONMAMACHI

Cy#ekiuninik TydpeyiurtepAiy *ui Ke3zeceTiH aCKbIHY/Iapbl

TeneckonusabIK eMec

TeJIECKOHHHJIbIK ©3€K TypJiepl KOJAaHblJIFaHAa 63eKTep KO/IAAHBLIFAHAA

©3eKTiH AedpopManusCchl 2Kui KbLDKBIN Kelieai
©3eK ylITapbIHbIH aXKbIpaybl [lepUUMIIAHTTBI ChIHBIKTAP/bIH 601y KayIli }KOFapbl
. ¥Y3bIH Ty#peyillKe aybICThIPY 60UbIHIIA PEBU3USJIBIK OTAHbIH,
TesleCKONUSAIBIK dCePiHiH 6Y3bUTYbI KarKeTTiiri
©3eKTiH XXyMcaK TiHJepre )KoHe 6YbIH KybICbIHA KOILYi Opraura KpI3MeT aTKapy KepceTKii 2-2,5 KblLIAbl KYpan bl

MeTasnudpusain aabIHFbl KOPTUKAI/IbI KA6aThl aPKbIJIbI
JUCTa/Ib/bl YIIbIHA ©3€KTiH, KaphlIl LIbIFYbI

MeTan bl TyHpeyillTiH CbIHY

PoTanusi/ibIK TYPaKChI3bIK

bi3 Ko/okeTiMJli oie6ueT Ke3/JepiH capajaFaHAal, MoJiMeTTep 9p KYPBbLIFbIZA OpTYypJii 6GOJbIN  Kesefi.
KO 6ap HaykacTapabl — XUPYpPrUsIbIK — eMzeyfne Bys Tek KypbUIFBIHBIH CHIIAaTbIHA FaHa eMecC, COHJaM-
KOJIJAaHBLIBIN KeJle KaTKaH KYpbUIFbLIAPJbIH THIMAININE  aK, HAyKacTblH epeKlleJiKTepiHe, OHbIH CyHeriHiH
MeH OTaJaH KeHiHri acKbIHyJIapAblH, PpEeBU3USIBIK MHKpPOAPXUTEKTOHHUKACHIHA KoHE T.6. 6alIaHbICTHI.
OTa »Kacay KaXeTTIJMIrHIH TybIHAQY >KUIJIri Typasbl

KOpBITbIHABI

TeseckonusIBIK, WHTPaMOJYJIJISAPJIbI KO 6ap HaykacTapra KeMeK KepCeTyaiH,
OCTeOCUHTe3/i OipiHIIIIIKTI KOJIJaHy TeJeCKONUSJIBbIK, CTaHZAPTTApbl Kasipri KyHi KypblIMaFaH, 9p HayKac
eMec KYPBUIFbLIap/bl KOJIJaHy HOTHXKeJiepiMeH  J9pislik eMzi TaHJayAa faHa eMeC, COHbIMEH KaTap
casbICThIpFaH/Ja OaslaFa GoJalllaKTa >Kacalybl MYMKiH — XUPYPTHUAJIBIK eMJi KocmapJayAa JAa »KeKe Ke3KapacThbl

OTaJIap/iblH CaHbIH eJ9yip a3aiTyFa MyMKiH/AiK Gepefi. TaJsan eTeji.

«Cy#ekiminik  TyHpeyimTepaiy KaHzal — Typi ABTOpsiapAbIH, yJeci. BapsblKk aBToOpJjiap OChHI
JKaKCchl?» JlereH Cypak aJli KyHTe JeliH e3 »kayaOGblH MakKaJlaHbl XKa3yfa TeH Jopexe/ie KaTbICThIL.
Tanmnajbl. TejecKomUsAAbIK — TyHpeyilTepAid  6acTbl Myzjeep KaKTBIFBICHI — MaJIIMAE/NTeH XKOK, By
apTBIKWBLIBIFBI -  y3[iKci3  eceTiH  6ajajaparbl MaTepHas 6acka GachbUIbIMAApAA Kapuslay YIIiH GypbIH

OpHAaTbIJIFaH ©3€KTi Y3bIHbIPAK eKiHIliCiHe aybICThIPY YILiH
KalTa 0Ta »acay »KUiJiriHig asarobl. 9/1eM XUPyprrepiHiy
Taxipubeci kepceTkeHzed, O 6Gap HaykacTapAbl
XUPYPTUAIBIK eMJey/le Kejeci TajanTap eckepinyi
KepeK: oTa 6apbICbIHAA MepUoCTalb/bl KaHaWHaIbIM/IbI
caKTayMeH KaTap, KaH >KOFaJTyAbl OapblHIIA asalTa
OTBIPBIN, AedOopMalUsAHbl TOJBIFBIMEH KO0 K9He CyHek
CBIHFBILITHIFBIHBIH, a/J/bIH aJyMeH KaTap ecyiHe KeJepri
KeJITIpMeyiH YIITacTbIPYybl KepeK.

MoaJliM/leJIMEereH JKoHe 6acKa 6achlIbIMJAp/blH KapayblHa
YCbIHBLJIMaFaH.

Byn mony aBtop A. XaceHKpI3bIHBIH PhD
JUCCePTALUSIBIK >KYMBICBIHBIH, TaKbIPbIOBIH —TaHJAAy
GapbIChIH/A XKypri3reH i3geHy »KYMbICTapPbIHbIH,
HOTHXKECiH/Ie Ka3blJIFaH.
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CoBpeMeHHbIEe METO/bl XUPYPIrUYECKOr0 JIeYeHHsI HECOBEPIIEHHOr0 OCTEOTeHe3a Y JAeTeil:
0630p UTepaTypbl
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Pe3ome

HecosepweHHblﬁ ocmeoceHe3 — pacnpocmpaHeHHas HacsaedcmeeHHas ducniasus coeduHUMeNbHOU MKaHU, Xapakmepusyrnwascs
U3MeHeHUMU KOCMHOU CMpYyKmypul, YyacmbuiMuU nepesomamu, nposieseHUAMU HapyweHulj 8 0py2ux Op2aHOo8 U cucmem. Imo - eeHemuyecku

demepMUHUpOBAHHOe 3a60/1€e8aHue, Xapakmepusyrueecs HapyuweHueMm 8blpabomku KoiaazeHa 1 muna, 045 Komopozo Ha ce200Hs He
paspaboman cneyuguueckull aa120pum Je4eHusl.

B cmamve npedcmas/zeﬂbl HAay4YHble daHHble no COBPEMEHHbIM Memooam Xupypau4eckozo JieyeHusl HecoeepueHH020 ocmeozeHe3a
y demeli ¢ UCNO/1b308AHUEM HeMeNeCKONUYeCKUX U Mme/necKOnu4ecKux UHmpamedy/z/mprtx wmu¢mos [cmepcheHb waa, mumaHoeblX

anacmuuHblx cmepocrel (TEN) u dp.). B cmambe maksce onucaHsl Hedocmamku U oxcudaemble 0CA0HCHEHUS XUPYypau4ecKoz20 Je4eHusl C
npumeHeHuem 0aGHHbIX MeMAAA0KOHCMPYKYUL

Katouesvie caosa: HeCOSEpweHHblﬁ ocmeoceHes, demu, Xupypau4eckoe jieyeHue, 0CmeocuHmes, 0Cmeomomus, CmepicHu.

Modern Methods of Surgical Treatment of Osteogenesis Imperfecta in Children: a Literature Review
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Abstract

Osteogenesis imperfecta is a widespread hereditary dysplasia of connective tissue, characterized by changes in the bone structure,
frequent fractures, manifestations of disorders in other organs and systems. This is a genetically determined disease, characterized by a
violation of the production of collagen type 1, for which a specific treatment algorithm has not yet been developed.

The article presents scientific data on modern methods of surgical treatment of osteogenesis imperfecta in children using non-
telescopic and telescopic intramedullary pins (Rusch nail, titanium elastic rods (TEN), etc.). The article also describes the shortcomings and
expected complications after surgical treatment using these metal structures.

Key words: incomplete osteogenesis, children, surgical treatment, osteosynthesis, osteotomy, rods.
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