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®UNBPO3HAA ANCMJIA3NA KOCTEN YEPENA Y AETEN
N X XNPYPITMYECKOE JIEMEHUE

B cmamee paccmampusaemcs snumepamypHelli 063op cmameli Ha memy ¢ubposHol Oucnaasuu: 3nudemuosiozus,
namoezeHes, a makxe Xxupypau4yeckoe JjedeHue. B .cmamee makxe paccMampusaromcs KAuHUYeckue cay4au hayueHmos
onepupogaHHsbix 8 AO «HayuoHanbHeIl yeHmp Helipoxupypauu», &. AcmaHa, ¢ duazHo3oM ¢ubposHas oucnaasus.
KnroueBbie cnoBa: pubposHas ducnnasus, cuHopom Mak-KeroHa-On6palima, xupypaudeckoe sedeHue oucnaasuu.

BBeneHune

MopaxeHne KOCTEM CBoja Yeperma  npu
bnBPO3HON AWcCnNa3umM ABASETCA OAHOM M3 CaMbIX
YacTbIX MOPaXKeHUN MAOCKMX KOCTEM NpU  AaHHOM
naTonornn. HeceoeBpeMeHHasi AMarHOCTUKA, a TakXe
JleyeHne MOXET NpuBecTM K aedopMaumm KocTewn
CBOJA yepena u auua.

®unbposHaa pucnnazuma (®L) - BpoxzAeHHoe
HeHac/NeACTBEHHOE 3abosieBaHMNe CKeneTa, COMPOBOX-
farolleecs GopMMpoBaHMEM MATONOrMUYeCcKnx obpaso-

BaHWIM, 3aMOJIHEHHbIX AWCNAACTUYHOW  GUBPO3HO-
KOCTHOW TKaHbto [1].
Bbigenstor  kAuHWYeckme  GOpPMbl  MOHOOC-

CaNbHYtO (C MOPaXKEHWEM OAHOW KOCTW) W MOANOC-
Ca/IbHYHO (C MOPaXKEHNEM HECKOJIbKUX KOCTeN, 06bIUHO
PacrnofoXeHHbIX Ha OJHOM CTOPOHe Tena), KoTopas
TakXKe MOXeT COMpPOBOXAATbCA APYrMMU  HapyLue-
HUAMKU  (cvHApOoM  Mak-KbtoHa-Onbparita). 3abone-
BaHWe MBPO3HONM Ancniasmelrt pa3BMBaKOTCA  BO
Bpems doOpMMpOBaHMA W pocTa KOCTel cKeseTa
M umeeT BapuabenbHoe TeyeHue. KiavHmyeckas
KapTMHa MOXeT BO3HMKaTb B Jt0H6om BO3pacTe,
npvyeM OGO/BLUMHCTBO CNyyaeB ObGHapy>XMBaeTcs Ao
30-neTHero Bo3pacta. bosnesHb He KMeeT MOJOBOM
npeapacnonoxeHHocTu [1].

SnuaemMmuonorua - pacnpoCcTpaHeHHOCTb
GMBPO3HON  AUCNNa3MM  HeW3BEeCTHa, MO  JaHHbIM
3apybexHbix aBtopoB [1-5], npeanonoxuTenbHO
1/30000. [JocToBepHbIX AaHHbIX pPacnpOCTPaHeH-

Hoctn @[] B KasaxctaHe u B cTpaHax CHI Het. ©[]
npeactasasetr cobon 2,5% oT Bcex KOCTHbIX 3abose-
BaHWN 1 7% KOCTHbIX onyxoaei. COOTHOLLEHWEe MOJIOB
1:1. Bo3pacT Ha MOMEHT MOCTAaHOBKW JMarHo3a, Kak
npasmno, ot 5 go 30 nert. MNopaxeHns 0bbIUHO NPOSAB-
NAKOTCA B [ETCKOM BO3pacTe M BO3MOXHO Mporpec-
cnpoBaHWe 3abosieBaHMs C POCTOM KOCTeW ckeneTa.
Kak mpaBunno, nopaxeHue KOCTW pa3BMBAETCA BCKOpe
nocne MOJOBOro Co3peBaHus. Puck capkomaTtosHoMm
TpaHcpopmaumm coctasaset or 0,5 go 4% B 3aBucum-
MOCTM OT Kfnacca. MoryT nopaxaTbcs BCe BUfbl KOCTEN.
B MoHooccanbHOV dopme, KoTopas npeacTaBaseT
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or 70 go 80% cnyuaeB, Hambosnee 4yacto MOBpPEX-
farotca pebpa (45%), ronoBka u LWwerka bespeHHOn
KOCTW, KOCTU BEPXHEN YentocT, yepena. B ASMHHBIX
TpybuaTbiXx KOCTAX, 6O/NE3Hb, Kak MNpaBWIO, WMeeT
pacnonoxeHve meTtadmsapHo- anadusapHoe. [pu
noanoccasbHOM GOpMe, 4YacTo MNopaxkeHue umeet
OAAHOCTOPOHHEee pacnpegesneHne WM OfHOCTOPOHHee
npeobnasaHvie NopaxKeHHbIX KOCTHbIX y4acTKoB. Takxe
3Ta popmMa MOXKeT MmopaxaTb KOXy M UMeTb 3SHAOK-
PWHHbIE NaToNOrMK B cocTaBe cMHApPoMa Mak-KbroHa-
OnbpanTa.

STuonorus 1 naTtoreHes — MNpegnosiaraeTcs, yto
®/l BO3HMKaeT B pe3ynbrate cbos peMoAenMpoBaHuA
NMepBUYHOW KOCTM MNPV CO3PEBAHWUM NaMENNAPHOM
KOCTM M HeAOCTaTOYHOCTU KOCTU A/ peopraHun3aumm
B OTBET Ha MeXxaHu4eckyro Harpysky. C6oi npu cospe-
BaHWN MPUBOAWUT K MOABAEHUIO MacCbl He3penbix
M30/IMPOBaHHbIX Tpabekyn, onyTaHHble B AncCnaac-
TMyeckon GUBPO3HON TKaHW, KOTOPble MOCTOSHHO
nepeMeLLaroTcs, HO HWMKOrZa He 3aBepliaroT (mMbo
OYeHb  MefJIeHHO) MpoLecc PeMOAeNMPOBaHMA.
Kpome TOro, Hespenbili MaTpuKC MUHEpPaan3yeTcs C
aedektom. CoyeTaHme HejocTaTka pocTa M HeAoCTa-
TOYHOW MUHepanu3aLmm KOCTeN MPUBOAUT K CyLLeCT-
BEHHOI MoTepe MeXaHWYecKoW MPOYHOCTW, BeayLllas
K pa3BuTuto Honesoro cuHApoMma, gedopmaumm u K
NaToNOrMUYeckMM nepesomam nopaxKeHHoW Koctn [6].

dTnonorusa 3aboneBaHus CBA3aHa C MyTauwvel B
reHe Gsq, KOTOPbIN BO3HWKAET NOC/E Ae/IEHNS COMaTU-
yeckmx KneTok [6, 7] n pacnosiaraeTca Ha XPOMOCOMe
20q13.2-13.3. Bce kneTku, npovsoLlealime oT MyTupo-
BaHHbIX  KJETOK,  MPOABAAOT  AMCNAACTUYECKME
ocobeHHOCTN. KanHM4Yeckoe nposBAeHWE BapbupyeT
B 3aBMCMMOCTU OT TOTO, e B KAETOYHOW MOMynfLmm
HaxoAMTCA MyTaLms, ¥ pa3Mepa KJAeTOUYHON NonyaaLmm
BO Bpems 3MmbpuoreHesa, Korga npouNCXoAuT MyTaLms
[7, 8]. Taxkenoe TeyeHne 601e3HMN MOXET ObITb CBA3aHA
c 6onee paHHVM MyTaALMOHHbBIM CODbITUEM, KOTOpOe
nNpvBOAUT K BosbluieMy uncay wuam bonee LIMPOKOMY
pacrnpoCTpaHeHUtO  MyTaHTHbIX  kaeTok. Crnopagu-
yeckoe BO3HMKHOBEHWe 3TUX 3abosfeBaHW K Xapak-
TEPHbIA NaTepaNn30BaHHbIA  XapakTep MopaxeHus
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KOXW W1 KOCTX B MOANCTOTUYECKMX PopMax GUbpo3HOM
AMCMNa3MM CBUAETENLCTBYHOT 06 3TOM  MO3auyHOM
pacripefeneHny aHoManbHbIX KaeTtok. MyTtaumsa Gsa
6blia BNepBble BbiABAEHA Y NALWEHTOB C CUHAPOMOM
Mak-KbtoHa-Onbpaiita,  peakum  paccTPOMNCTBOM,
KOTOpOoe coyeTaeT  MONMNOCCaNbHYO — GUOPO3HYHO
AMCMNA3MI0, TUMEPMUTMEHTALUMIO KOXW W OAHY U3
HEeCKONbKUX 3HAOKPUHOMNATU. TeH Gso Takxke Obin
CBfi3aH C APYrMMU 3SHAOKPWHHBIMK  OMYXONAMU U
3aboneBaHVNAMM YenoBeka.

BanHwTeH n coasTopbl [7] npoaHanusnposanu
[OHK ueTtbipex naumeHToB ¢ cvHApomoM Mak-KbtoHa-
Onbparita 1 obBHapy>Xuan, UYTo BCE YeTblpe VMenu
MyTauuW reHa, KOTopble feNnaan ero akTMBHbIM ANS
o-cy6beAVHULbl  TyaHWH-HYKN€OTUAHOrO  CBA3bIBa-
towero 6enka (Gs), kotopble WHrMG6UpYrOT TTPazy u
NPVBOAAT K aKTMBaLMW afeHunaTuuknasbl U yBeau-
YeHWU0 06pa3oBaHMA  LMKJINYECKOTO  afeHO3MHMO-
Hopocdhata (LAMO®). Mytaumum 6biv OBHapy>KeHbI
B KOAMpYytowen yactn 8 reHa Gsa, Korga Ans amnim-
dukaumm reHomHon [AHK nauuneHTOB Mcnosnb3oBanu
nosvMMepasHo-LenHyto  peakuuto.  [pyrne moseky-
NAPHblE UCCNef0BaHMA TakXXe BO3MOXHbl K WCMOAb-
30BaHWKO  A/18  CKPUHWHrA  MyTauuin. KOHKpeTHbIM
MeCcTOM MyTauuu asasetca nonoxeHwe 201, kotopoe
06bIYHO 3aHMMaeT apruHuH (R201) u 3ameHsetcs
6o uncrtenHom (R201C), ambo ructmamHom (R201H).
B unccnepoBaHusax LleHkepa n coasT. [9], B KOTOPbIX
MCMONb30Ba/NCb  aHaNOTMYHble  METOAbl  MAEHTU-
duumposann mytauuto octatka Arg201 Gso y Tpex
naumMeHToB ¢ cuHApoMoM Mak-KbtoHa-Onbpaiita.
Camble ybeauTesnbHble [AOKa3aTeNbCTBa, MOATBEPXK-
JalollmMe  reHeTMYeckyto  CBA3b € 3TUOJOTUEN
dnbposHoi Ancnnasmu, Obian obHapy>KeHbl B 3Kcne-
PUMeHTabHOM  MUcCiefoBaHMM  BbAHKO ¥ coaBT.
[10], koTOpble Bbigennan reHbl Gs M3 MaUMEHTOB C
cnHapomoM  Mak-KbtoHa-Onbpaita, TpaHCnAaHTK-
poBas WX MblllaM C OCNabAeHHbIM MMMYHUTETOM W
TeM caMblM BbI3Baa AWUCMAACTUYECKOE W3MEHeHue
KOCTel. OTa KNeTouHas Mogenb Grbpo3HOW Ancrnaasnm
in vivo mokasafa BaXXHOCTb KakK HOPMasbHbIX, TaK W
MYTaHTHbIX KNETOK B pa3BuTMn GUOpPO3HOI Ancnaasum.
Mapbe n coasT. [11] gokasann, 4TO aKTUBMpYHOLLad
MyTaums  Gsa B ocTeobnacTMyeckmx  Kaetkax
naymeHToB ¢ cuHapomom Mak-KbtoHa-Onbpanta 1
MOHOOCCa/IbHbIM TeueHnem 3aboneBaHVs MPUBOAUT
K KOHCTUTYTMBHOM aKTMBaLMW  afeHUnaTLmKAa3bl,
yBEANUEHNIO npoandepaumm KAeToK, W Heajek-
BaTHOW K/AeTOYHOW AnddepeHLMpoBKe, NPUBOAALLAN
K Nepenpou3BOACTBY HeOpraHu3oBaHHON GUBPO3HOM
KOCTHOM MaTpuvubl MNPy MOJUCTOCTOTUYECKON 1
MOHooOcCcanbHoOM O/,

YBennueHne uAMO® B pe3ynbTaTte reHeTM4Yeckoun
MyTaLUN MMeEeT HECKONbKO HUXeCTOALMX 3PPeKToB.
fiIMamoTto 1 coaBT. [12] ob6Hapy>Xuan MNOBbILEHHbIN
ypoBeHb WHTepnenkunHa-6 (M1-6) y aByx naumeHToB
¢ cuHgpomoM  Mak-KbtoHa-Onbparita.  MyTtaumsa
Gsa, KoTopas MPUBOAUT K YBEINUYEHWHO BHYTPUKIE-
TOYHOro cogep>kaHns LAM® 1 yBennyeHunto cekpeumm
WN-6, 6bina wnaeHtnduumpoBaHa B reHomHon [HK
KyNbTUBMpPYEMbIX GMOPOBNACTHbIX KAETOK Yy 0bounx

nauueHToB. VJ1-6 MoxeT 6bITb OTBETCTBEHEH 3a YBENU-
YeHue KOAMYEeCTBa OCTEOKNACTOB W Pe30opbumnto KOCTU
npu ®/. TNoBbiweHHasa 3KCNpeccus MNPOTOOHKOreHa
c-fos, Habntogaemas B PubpobnacTyecknx Knetkax,
MOJlyYeHHbIX MPW 3TUX MOBPEXAEHMAX, MOXET ObITb
ewe ogHMM 3bdekTopom HuUcxoaAalero notoka LAM®
M MOXeT OblTb BaXHbIM B natoreHese ¢rOpPO3HOM
avcnnasumn.  bnarogapa  reHeTMyeckuMm  MeTofam
amMnanduKkaumy, TakMM Kak MoJaMmepasHas LenHas
peakuus, BO3MOXHO MNpPOTeCTMPOBaTb FEeHETUYECKYHO
MyTauuto B obpasuax nepudepuyeckon kposu. B
HegaBHeM wuccnegoBaHum [13] reHomHyto [HK w3
KneTok nepudeprnyeckon KpoBW AeCATU MNaLMeHTOB
¢ cnHapomom Mak-KbtoHa-Onbpaiita 1 Tpu € 1M30u-
poBaHHOW GUBPO3HON AWcCnnasven aHanMnpoBanu
C MOMOLLbID HOBOFO MEeTOAa MOJMMEPA3HOW LiernHom
peakuun, onucaHHoro bbaHko n coasT. [10]. Bbiio
YCTaHOBNIEHO, 4TO Yy BCeX TPWMHaALATM MaLMeHTOB
6blNN aKTUBMPOBaHHbIe MyTaLmK B Ux reHoMmHoun AHK.
DTOT HOBbIN METOZ, MOXET MPUMEHSATLCA B ANArHOCTU-
YeckOM K TepaneBTMYECKOM MOHUTOPUWHIe MaLueHToB
¢ Gnbpo3HOW Ancniazmnen.

KnuHuyeckue n paguonornyeckue nposaBrieHUA

Ol - pobpokayecTBeHHOE (GUOPO3HO-KOXHOE
nopaxkeHne, KOTOpPOe MOXeT MPUCYTCTBOBaTb KakK B
MOHO-, Tak M B nosauoccanbHon dopme. [1, 14, 15]
MoHooccanbHas  dopma  BCTpeuaeTca  Haubonee
yacTo W npeacrasasetT npumepHo 75% cayuvaes @/,
MoHooccanbHas dopma D] MOXeT npoABAATLCA
60/bl0  MAM  MaTONOTUYECKMMM  MNepesomMamy,  Kak
npasuao, y nauueHtos B Bospacte or 10 go 30 ner.
CreneHb KOCTHOW AedopmaLiv OTHOCUTENbHO MeHee
BbIpa>XeHa MO CPaBHEHWUIO CO CTerneHbio gedopmanmm
npw nosavoccanbHon popme. HUKakmx YeTKo JOKYMeH-
TUPOBAHHBIX [0Ka3aTeNbCTB MOATBEPXKAAOLMX, UTO
MOHoOCcasbHas GopMa NepexoAnT B NMOSNOCCaNbHYHO
dopmy, He nmeetcs [1, 14, 16]. MpubamsnutensHo ot 20
8o 30% cnyuvaes @/l npeacraBnstor cobon noamoc-
canbHyto  dopmy. OOWMMKM oOuyaramMy  MOpPaKeHUs
4NA  noanoccanbHor GOpPMbl ABAAIOTCA, B MNOPAAKe
yOblBaHMA 4acTOTbl, KOCTM Geapa, rofeHw, yepena wu
nnua, Tas, pebpo, naeyeBan KOCTb, AyveBas W NOKTeBas
KOCTb, MOSICHWUHBIA OTAEN MO3BOHOYHMKA, KAHOUMLA
W LIeNHbI OTAen MNo3BOHOYHMKA. [opaxkeHus MoryTt
6bITb OZAHOCTOPOHHUMUW WAK, PEXe, ABYCTOPOHHUMM.
MpunbamsuntenbHo y 60% nauveHToB B MNOAMOC-
canbHon dopme P cumntombl npossastotcs o 10
net. WNcxogHbIMM  cMMnTOMaMu  OObIYHO  ABAAKOTCA
60/1b B MOPaXKeHHOW KOHEYHOCTU WM KOHEYHOCTSX,
CBs3aHHas C XPOMOTOW, MNpPU MOPaXEHUUN HUXKHEN
KOHEYHOCTW, W CMOHTaHHbIMK MepenomMamu. poTun-
BO3a4aToOuHble TabaeTkn MOryT NMpuBECTW K Mporpec-
CMPOBaHMIO 3ab0sieBaHNs y HEKOTOPbIX MaLMEHTOB,
YTO CBMAETENbCTBYET O BaXXHOW pPOAU 3CTPOreHa
B npouecce 3aboneBaHus. Cneayer OTMETUTb, UTO
6epeMeHHOCTb MOXeT TakXe akTMBMPOBAaTb CKPbITble
TeueHus, yalle Npu noanoccanbHol ¢dopme, Yem B
MOHOOCCaIbHOW dopMme.

Hebosblioe KkonnuyecTBo caydaeB C MOANOC-
ToTUYecko dopmon (~ 3%) BCTpeyaeTcs Hapsgy C
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3HAOKPUHHBIMW aHOMaNNAMN W MUTMEHTALMEN KOXM
no tuny kode C MONOKOM, TPUaZoOW, Ha3biBaEMOM
cuHapom  Mak-KbtoHa-Onbparita (MAC). CuHapom
6bI1 HasBaH MO WMeHW AByXx Bpauyer, J[loHOBaHa
Mak-KbtoHa 1 Oynnepa OnbpaiiTa, KOTOpble OTAENBHO
onucann Tpuagy B 1937 roay. Hambonee pacnpo-
CTPaHEHHOW  3HAOKPWUHHOW MaTonorven  ABAAETCH
npexzaeBpeMeHHOe NoNoBOe co3peBaHue. MopaxeHus
KOCTeW, CBfi3aHHble C MOJIOBbIMW OpraHaMu, W MNATHa
«kode C MOJOKOM» OOBbIYHO HaxOAATCS Ha OAHOM
CTOpOHe Tena. Y naumeHToB MoryT 6biTb TONbKO 2 13 3
MPW3HaKOB, MHOTZa MOTYT OTCYTCTBOBATb MATHa «kode
C MOJIOKOM» W MOFyT WUMETb OAHY WAN HEeCKOJbKO
3HAOKPUHHBIX MaToNorunii. Bo3MOXHble 3HAOKPWHHbIE
HapyLleHWa BKAOYalOT B cebsA rvnepTnpeos, Hagno-
YEUHWKOBYK HeAOCTaTOYHOCTb, AMabeT, runepnutyun-
Tapu3M 1 runepkanbumemuio [14, 17-20]. OTaensHbIM
paccTponcTBOM, 3aTparvBarolwmM  npuMepHo 1%
nauyveHtoB ¢ O[], saBnsetcs cuHapom Mazabpaysa.
Y Tex, KTo cTpagaeT cuHgpomoMm Masabpaysa,
OTMEYaeTCcd Haanume BHYTPUMBILLIEYHbIX MWUKCOM,
CBA3aHHBIX C KOCTHbIM MOPaXXeHMEM.
AnddepeHumnanbHbin agnarHo3z O] Ha peHTre-
HOrpaMMe BapbMpyeTcs B 3aBMCUMOCTW OT pPacrnoso-
>KEHWA MOpaXKeHHOro y4yacTka, HO BK/toYaeT B cebs
HeanddepeHLMpoBaHHytO  Gunbpomy,  octeopunb-
PO3HYIO AWCMNAA3MNIO, KUCTY aHeBPU3Mbl KOCTW, afiaMaH-
TUHOMY, TMFAHTOKJIETOUHYIO OMyXO/ib U Hu3Koandde-
PEeHLMPOBaHHYIO LIeHTpanbHyto ocTeocapkomy. Kak
npaBWAO, UWMeEeTCs XxapakTepHas rUCToNormyeckas
KapTuHa. Ho, TeM He MeHee, JMarHocTMka MOXeT
6bITb  3aTpyAHeHa npu HebOAbLIOM  KOJAUYeCcTBe
6MOMNCMOHHOrO MaTepuana WaM BO BpeMsA MHTpaone-
PaLMOHHOM  3Kcnpecc 6uoncuun.  [uctonornyeckmin
anddepeHLManbHbIA AMarHo3 TakXke Kak W peHTre-
Horpaduueckuii anddepeHLmanbHblii AnarHos,
BKAtOYaeT B ceba ocTeodMObPO3HYO AMCMNAA3NIO,
KOCTHYHO MO30J1b, HeanddepeHumpoBaHHyro Grubpomy
n Hu3KoaNddepeHLMPOBaHHYHO 0CTeoCapKOMy.
Takxe Bo3MOXHa anddepeHUManbHas gMarHocTMka ¢
HM3KOANDPEepeHLMPOBaHHON XOHAPOCapPKOMOKW Mpw
HaNNUMW BbIPAXKEHHOTO XOHAPOWAHOTO KOMMOHEHTA.
OcTteodnbpo3Han ancnnasms n KocTHas MO30Jb MOTyT
NpeACTaBAATb 3aTpyaHeHWs ana anddepeHumaunm, Ho
aHaMHe3 1 MeCTOpacrnoioOXEHME, a TakXKe XapakTepHas
4715 HAX 3aMeTHas ocTeobaacTmyeckas rpaHuLLa BOKpyr
KOCTHbIX Tpabekyn, obneryaeT 3agady npu NoctaHoBKe
AnarHosa. KocTHas MO304b, Ha HaauumMe KOTOPOW
yKa3blBaeT B aHaMHe3e TpaBMma, W ocTeodpnbposHas
AMCMNa3nA  BCTPEYaeTCs MOUTU  WUCKAKOUUTENIBHO B
60/blLebOepLOBOM 1 ManobepLoBon KocTax. Heoccu-
duumposaHHas ¢ubpoma HanomuHaeT fobpokayec-
TBEHHYIO OUOPO3HYIO TUCTMOLUTOMY C W3BWIUCTBIM
pacrosioXeHNeM BEPETEHHbIX KJETOK U, WHOrAa,
MHOrosfgepHble ruraHTckme knetkn. OAHaKko nNpu 3Tom,
KOCTHas MaTpuua OTCYTCTBYeT. DT Cayyam TPYAHO-
omimunmbl oT O] KANHUYECKWN, PEHTIEHONOTNYECKH
M TUCTONOTMYECKM, MOCKO/bKY B HEKOTOPbIX Cyyasx
®/[l umeeT Manoe KONMYECTBO KOCTHbIX Tpabekyn mau
e Tpabekyabl MOFyT OTCYTCTBOBaTb MPW HEOO/bLIOM
KonnyecTBe BMOMCMOHHOTO MaTepuwana. B uvactHoCTw,
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KOorgda pedyb wmnaetr O nopaxeHun HUXKHEN YenrocTy,

KOCTeM uyepena JOMKHA yuuTbiBaTbCs  occubu-
umpyrowas  dubpoma npu  andbdepeHLManbHON
JAVarHocTumKe.
JleueHwue

MeavkamMeHTO3Has  Tepanua —  XOTA  HeT

KOHKPETHOW MeAMKaMeHTO3HOM Tepanun npu P/,
nccnefoBaHMA Mokasann yMeHblueHne 6oau nocne
NeyeHuns budocdoHaTamu, KOTOpble  MHIUBUPYHOT
pe3opbumno KOCTU B CUAYy WX AEeNCTBMA Ha OCTEOK-
nacrbl.

Hanbonee pacnpocTtpaHeHHOU NeKapCTBEHHOW
Tepanven sBASETCS BHYTPVMBEHHOE BBEAEHME NMaMuA-
poHata. bbina npeanoxeHa nHby3nMA nNammgpoHaTa B
obulen aose 1 mr / kr / AeHb B TeueHune 3 AHel, NoBTo-
psieMas Kaxzble 3-6 Mecsues. Obuwas Ao3a AoAXHa
BBOAWUTLCA B TeueHue 4 yacos. ButammH D n gobasku
KasbLMA MOTYT WMCMO/Ab30BaTbCA MNpu Tepanuu. ITa
Tepanus y AeTel, BO3MOXHO, be3onacHa, Ho TpebyeTcs
6osnee AANTENbHOrO HaboAEeHNS, YTOObI NOATBEPANTD
OTCYTCTBME NMOBOUHBLIX 3DHEKTOB Ha POCT KOCTEN.
Y petel,, nonyuyaBwwmx 6udochoHaThl, OTMedanacb
MOBbILLEHHAs TO/ILMHA pocTa KocTel [21].

Takxxe B KayecTBe  aHTMOCTEONUTUYECKOTO
cpefctBa  BO3MOXHO — MpuMeHeHue  HBudochoHaTa
30/1€4POHOBOW KMNCNOTbl HOBOFO MOKOJIEHUS, KoTopas
OrpaHW4YMBaeT  MPOrpeccMpoBaHMe  MOPaKEHHOro
yyactka  nyTeM  MHTMOMpPOBaHWMA  OCTEOKacTW-
Yeckol akTUBHOCTW. Mpu eXeroAHOM BHYTPUBEHHOM
BBeJEHMN 5 Mr 301€4POHOBOMN KNCAOTbI, KYMYAATUBHO
20 Mr B TEYEHME YeTbIpex KYpCoB C MapeHTepasibHbIM
npviemMom npenapaTtoB KanbLs, BUTaMuHa D un kanus,
He Habntoganocb nobouHoro addekTa ANUTENBHOTO
npuMeHeHuns [22].

Xvpypruyeckoe neyeHne pubpPo3HOWA aucnaasmm
nokasaHo npu npodunakTuke WAN MpPU  NeYeHUN
nepenomoB, AMbOO  3HauuTeNbHOW  AepopmaLmu.
Hanbonee pacnpocTpaHEHHbIMU  XMPYPruveckmmm
MOKa3aHWsAMUW ABASHOTCA MEPEeoOM MOPaXKeHHOW KOCTK
M nporpeccupoBaHue 3abonesaHus. [Mpun Heccum-
NTOMHOM TeueHue 3aboneBaHVs  XUPYpPrvyeckoe
NeyeHne He TpebyeTca. Bo3MOXHO npoBeseHue
B61OMNCUN NPY COMHUTENBHOM AMarHose.

CTpormx npoTMBOMOKa3aHWM  ANf  XUPYpru-
Yeckoro BMelLaTeNbCcTBa y MauMeHToB ¢ GUBPO3HOM
amcnnasver HeT. TeM He MeHee, OCTOPOXHOCTb
[JOJIKHa OblTb MCMONb30BaHa Yy CKeJIeTHO-He3penbIX
naLmneHToB.

Mbl  npeAcTaBAseM  HECKONbKO  KJIMHWUYECKMX
cnayyaeB onepumpoBaHHbIX nauneHtoB B AO «Hauwmo-
HaNbHbIV LLEHTP HEeNPOXUPYPrum».

MNauvent W., 17 netr. [AwnarHos: ®ubposHas
OCTEOAMCNNA3UA NeBOV TEMEHHOMW KocTu. [Moctynua
C xanobamu Ha nepuogmyeckue TrojoBHble 60K,
NPenMyLLeCTBEHHO B JIEBOW TEMEHHOW o0bnacty,
obpa3oBaHMe B IEBOM TEMEHHOW 061acTy, yXyalleHne
3peHnss Ha npaBbld rna3. W3 aHamHe3a >KW3HW
M3BeCTHO, YTo bosieeT B TeueHVe paga JeT, oTMeyan
nepuoanyeckne ronoBHble 6oaun, Hannume obpaso-
BaHWA NeBON TeMeHHoW obnactn. C  ceHTAbps
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2015 rosa oTMmevaeT MpOrpeccuBHbIA pocT obpaszo-
BaHWS B JIeBOM TeMeHHOW obnacty, YyudalleHue
ronoBHbix 6onen. MNpoBeaeHa KOMMbtOTEPHas TOMOT-
padus ronoBHOro Mmo3sra. 3akatoueHue: PubposHas
ocTeofuncnaasna NeBoW TEMEHHOW KOCTW. PekomeH-
[OBaHO cumnToMatudeckasa Tepanua HIBC npwu
nosiBNeHVe roNOBHbIX Bonel, AMHaMUyeckoe Habaro-
aerve. C aHBaps 2016 roga oTMeyvaeT NpPoOrpeccuBHoOE
YXyALIEHVNE COCTOAHWA, YCWIEeHWe TONOBHbIX 6onei.
Ha MPT ronoBHoro Mmo3ra 3akjtoveHuWe: MnaTono-
rmyeckoe ob6pa3oBaHWE NEBOW TEMEHHOM KOCTU C
npopacTaHWeM HaaKOCTHWLBIL. W3 HacnesCTBEHHOrO
aHaMHe3a paHee y POACTBEHHUKOB MOAOOHBIX >anob
paHee He OTMEYanoch.

MNpn ocmoTpe OTMeYanocb Haivume B JEeBOW

TeMeHHON  obnactm  obbemHOro  obpasoBaHus
pasmepamn 2,0x2,0 cM, Npu nanbnaumm TBEPAON
KOHCUCTEHLUMW, [1afkoh MOBEPXHOCTblO, be3bones-
HeHHas.

MNpy HEBPOJOrMUYECKOM OCMOTPE: KOTHWUTMBHbIX
HapyLeHWA HeT, CO CTOPOHbI YepernHon MO3roBbIX
HEpBOB OTKJIOHEHW He Habaoganock. [laumeHTy
6bln1a MpoBeseHa onepauus: Mukpoxupypruveckas
pe3eKLUMOHHAs  KPaHWIKTOMWS  TEMEHHOW  KOCTU
cneBa. [lnactvka pJedekta uepena naacTUUYECKUM

maTepuanom Smartset. latomopdosornyeckoe nccne-
JoBaHWe. 3akntoyeHuve: dnbposHasa ancnnasusa. Huxe
ykasaHbl MPT cHumok go onepauunm (puc. 1), KT
CHMMOK B MocaeonepauoHHOM nepuoge (puc. 2).

a0

PucyHok 2 — KT nocne onepauun

Mauwnent, K, 16 net, noctynun c >anobamu Ha
Hannumsa obpa3oBaHWA B MNpaBoOW NOGHOW obnacty,
avcnponopuuto anua. 3 aHamHesa XU3HW: Haanume
obpa3oBaHWsA B MpaBoW JIO6HOW 0ObnacTv oTMeuvatoT
¢ neta 2015 roga Ha ¢OHe NOAHOrO 340pPOBbA W
HopManbHON Temnepatypbl. C TeYeHMEM BpPeEMEHM
obbem obpaszoBaHuA cTan yBennumsatbca. OcMoTpeH
HEeMPOXMPYProM Mo MeCTY >XWTeNbCTBa, MpPOBeseHa
KOMMbtoTepHasa Tomorpadus roNOBHOTO MO3ra, rAe
6blIO  BbIABNEHO OCTEO/MUTMYeckoe obpa3oBaHue
npaBov NOH6HOWM KOCTM C MepexosoM Ha KpbILLy SeBOM
opoUTHI. B AMHaMMKe OTMeYatoT MPOrpPecCUBHbIN
pPOCT ONyXoAW, YyCWieHVe Aucrnponopumu auua.
Bbino pekomeHzOBaHO onepaTtvBHOe nedeHue. [lpu
OCMOTpe B NMpaBoi N0H6HOW onpesensercs obbemMHoe
obpasoBaHue pasmepamu 3,0x4,0 cm, Nnpu nanbnaumm
TBEPAOV  KOHCUCTEHLMW, T1afKON MOBEPXHOCTbHO,
6e360ne3HeHHas. HeBposiormyeckunin ctaTyc naumeHTa:
KOTHUTUBHbIX HapyLUEHUN HeT, cO CTOpoHbl YMH: 6e3
NaToNOrMYeCcKMX NU3IMEHEHWI.

MauveHTy 6blna nNposegeHa onepauuns: Mukpo-
Xmpypruyeckoe yaaneHve ¢GUO6PO3HON  AMCnNasnm
nobHon «koctn cnesa. [lnactnka pedekta depena
niacTMyecknm matepmanom Smartset. [MaTtorncrono-
rmyeckoe 3akntoyeHune: GrnbposHasa aucnnasma. Huxe
yka3zaHbl KT cHumok go onepaummn (puc. 3) n MPT
CHUMOK A0 onepaumu (puc. 4).

PucyHok 3 — KT go onepauuu

PucyHok 4 — MPT po onepauuu



OB30P JINTEPATYPbI

B ZaHHbIX KAVHUYECKMX CAydasx naumeHTam
6bI10 MOKa3aHO onepaTMBHOE JedeHne GUOPO3HOW
AUCMA3MM  KOCTEM  depena M3-3a  Haauums y
NMauveHTOB  BblpaXeHHOTro  60JeBOr0  CMHAPOMA,
Ha/ivuve KocMmeTuyeckoro Jedekta, a Takxe As
NPOPMIaKTUKM  3/10KAYECTBEHHOTO  MEPEpPOXAEHMS
MopakeHHbIX Y4acTKOB.

3aknroveHune

®nbpos3Haa aucnnasma — 3T0  jJobpokauect-
BEHHOE 3abosieBaHNe KOCTEN C HU3KUM MOTEHLMaNOM
3/0KayecTBEHHON TpaHchopmauun. Y naumeHToB
HabnrofaeTcs LMPOKUA AManasoH TAXeCTW, npuyem
Yy HEKOTOPbIX W3 HWUX KJAUHWYECKMEe MPOABAEHUs
MUHUMaNbHbIE, TOrAa Kak Apyrve WMerT 3Hauu-
TeNbHble gedopmaLmm KOCTEM U MHOFOYUCAEHHbIE
nepenombl. OnepatnBHOe seveHve  GUOBPO3HOM
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AVCNa3MM KOCTeN deperna nokasaHo Mpu Haanmuum
y MauveHTOB BblpaXXeHHOro 60/seBOro CUHAPOMa,
Ha/MuMKM KOCMETMYECKOro AedekTa Mpu mnopaxeHnun
NMUEBbIX KOCTeN, GYHKUMOHaNbHble HapyLIeHWs, W
TeHZeHLUMs obpa3oBaHMsA K MNPOrpeccMBHOMY POCTY
6e3 MpU3HaKOB CO3PEBaHWs AMCNAACTUYECKON TKaHW.
OnepaTtnBHOE JleyeHUe TakXKe BO3MOXHO B CAy4yasX,
Korga 3atpygHeHa avddepeHunaumsa Aucnaactmyeckn
N3MeHEHHbIX KOCTeN C 3/0KavyecTBeHHbIMW 0bpa3oBa-
HUAMW KOCTEN Yepena.

Takum  obpa3omM, pajukanbHble  onepauuu,
npuMeHsieMble B JeTCKOM BO3pacTe, B OOJbLUMHCTBE
cny4YaeB MPUBOAAT K CTOMKOMW OCTaHOBKE MpoLecca.
MpOrHO3MpoBaHNe  YCMELWHOCTU  XMPYPru4eckoro
BMeLlaTe/IbCTBa  AOJXKHO  yuuTbiBaTb  Mopdosioru-
Yeckyto CTPYKTypy GnbposHoM ancnnasunu.
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SUMMARY

G.S. Ibatova (Cand.Med.Sci.), A.S. Iskanov, A.M. Zharasov, S.A. Aidarov

«National Centre for Neurosurgery» JSC, Astana, Republic of Kazakhstan

THE CAUSES OF FIBROUS DYSPLASIA OF THE SKULL BONES IN CHILDREN
AND THEIR SURGICAL TREATMENT

The presents the literature review of articles on
fibrotic dysplasia: epidemiology, pathogenesis, as well
as conservative and surgical treatment. The article also
examines cases of patients operated in JSC "National

Centre for Neurosurgery", Astana, with a diagnosis of
fibrous dysplasia.

Keywords: fibrous dysplasia, McCune-Albright
syndrome, surgical treatment of dysplasia.



