122 MATEPUAADI VI PopymMma AETCKMX Xmpypros Poccum
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Ilenp paboOTHI yydllleHMe Pe3y/IbTaTOB J€4eHNs HMAalMeHTOB C AeopManusamMy HIDKHUX KOHeY-
HocTell Ha (oHe monmmoccanbHol Gopmbl GubposHON AucIa3uy Ha GoHe CMHApOMa MaKKbioHa-
On6paiita-bparinesa.

Cunpgpom MakkbloHa-Onbpaiita-bpaitijea — penkas popma 1epeOpaabHOrO IMpeXieBpeMeH-
HOTO IIOJIOBOTO Pa3BUTHs B codeTaHuy ¢ GpuOPO3HON JuCIIIasmeil KOCTell ¥ aCUMMETPUYHON INUT-
MeHTanueir koxu. Omucan B 1907 1. xak 6one3np displasia fibrosa polycistia (¢pubposHas ocreonn-
cTpodus) M XapaKTepu3yeTcs TPUANOIl CUMIITOMOB: (pUOPO3HO-KMCTO3HON AMCIIa3nell KOCTHOM
TKaHJ; aCMMETPUYHOI MUTMEHTalMell KOKHBIX ITOKPOBOB; Pa3sHOOOPa3HbIMM 3HOKPMHONATUAMI,
HanboIee 4acToOl U3 KOTOPBIX SIB/IAETCA TOHAJOTPOITHO3ABUCUMOE IPEX/eBPEMEHHOEe II0TI0BOE CO-
3peBanue. K Heo0s3aTeNIbHBIM CHMIITOMaM OTHOCSAT: TMIIEPTUPEO3, IUIEPIapaTUpPeos, AUCPYHKIV
KOpBI Ha/INOYeYHUKOB. [Ipy41Hy BOSHMKHOBEHNA JAHHOTO CHHAPOMA B HACTOsAIee BpeMs CBA3bIBa-
I0T ¢ MyTalyell B TeHe, KOJUPYIOLIeM a-CyObeHNIY I'yaHUAUHTpU(OCcaT-CBA3bIBAIONIETO OeKa,
IpUHAJJIeXAIero K Kiaaccy crumynupyonmx (Gsa).

3a nepuop 2012-2020 roj Ha jAe4eHUM HaXOoAMINCh 20 MAaLMEHTOB C CMHAPOMOM MaKKbIOHa-
On6paiira-bparinesa) — 16 feBovex 1 4 MajbuMKa.

[ITecTepo MalMeHTOB TOCHUTAIM3MPOBAHDI Ha (POHE MATONOTMYECKMX IEPeTIOMOB OeIpeHHOIT KO-
ctu (B ABYX CTydasx IIepesoM Ineiiky 6empa, B ABYX Anadusa, B JBYX — IIOABEPTEIbHBIN IeperoM
OegpenHot KocTi). OcTanmbHble ObUIM TOCINUTANIN3UPOBAHBI [ IIAHOBOTO OIIEPATUBHOTO JICYEHUA
10 TOBOAY AedopManuy HIPOKCHMMANbHOTO OTAena OefpeHHOI KOCTY IO TUIIY «IacTyIIbell Hmas-
Ki» — COXa vara.

PesynbraThl 1 00cyXmeHue. B crydae Xupyprudeckoro jedeHus 10 MOBOAY AedopMauym IpoK-
CUMaJIPHOTO OTHena Oefipa MallyieHTaM BBINONHATACh KOPPUTHPYIOLias MOABEPTe/IbHAsS OCTEOTOMS,
¢ 00s13aTe/IbHON BHYTPMOYArOBOJI pe3eKIlVeil IMaTONMorndeckoil proOpo3HOi TKaHM Ha MPOTKEHUN
cerMeHTa (6efpeHHass KOCTb). PUKcaIVsA OCYIIeCTB/IA/IACh Ha MITUPTAX B CIydae OKOHYEHHOTO Po-
CTa 1 Ha IUIACTMHAX B C/Iy4ae MPOJO/DKAIOIIETOCs pOCTa.

B cnydae matonmornyeckoro nepenoma Ha ¢oHe OOUIMPHBIX o4yaroB (GpuOposHOI AucIIasuy (CUH-
npoM MakkbioHa-Onbparita-bpaiiiieBa Bo Bcex c/Iy4asx) oIepaTVBHOE JIedeHMe ObII0 MAaKCHMAIbHO
arpeccUBHBIM. B crrydae maTonornyeckoro mepeiomMa BBIIONHATACh OTKPBITAasl PENO3ULNs, BHYTPUO-
Jaropas pe3eKIsA MaTOJOTMYeCKOro OYara Ha BCeM IpOTsDKeHMM (OepeHHas KOCTb), KOCTHAsA IIIa-
CTMKA, QYHKIMOHATBHO-CTAOWIBHBII OCTEOCHHTe3. B c/Iyyae manueHTOB ¢ OKOHYEHHBIM POCTOM
KOHEYHOCTM MCIIO/Ib30BA/INICh MHTpaMey/UIsipHble WTUQTHL. B cnyyae manyeHTOB paHHEro Bo3pac-
Ta — IUVIaCTUHBI ¢ ¢uKcanyeil Ha OONbIIOM IPOTSIKEHUN. JTO MO3BOMNIO 00ECHeYUTh PAHHIOK
aKTVMBM3ALMIO ALMEHTOB 1 M30eXaTh Pa3BUTUA TUINVYHBIX IJI JAHHON TPYIIIBI MALEHTOB aedop-
Manui meiiky 6efpa 1Mo TUIY «IIACTYIIbel MaIKy».

Vcnonb3oBaHye BbINIENIEPEUNCIEHHON TAKTUKY B JVIATHOCTUKE U JIe4eHNM IALMeHTOB C IIaTO/IO-
TMYeCKMMU HepelioMaMy U JlepopManysAMy IIPOKCUMMAIBHOTO OTHeNa OepeHHO KOCTH ITO3BOJINMIIO
HaM o0ecrieunTb paHHee BOCCTAHOBJIEHNE QYHKINMM TOBPEXAEHHOTO CETMEHTa, ¥ 00eCIeYnTh OIop-
HOCTb U (PyHKIIMOHA/IBHOCTh KOHEYHOCTIL.
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