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B 2002-2003 rogax, NoKasaso, YTo CTEMEHb COLMaNIbHO-9KOHOMUYECKMX MOCNIEACTBUN U CHXKEHWSA KauecTBa XU3HU Y 60/b-
HbIX, nepeHecwwux MMNOB, cooTBeTCTBOBAA TAKOBOW Y NMaLMEHTOB, NepeHecLx NHGapKT Mrokapga. OgHako 605bHble no-
cne MNOB 6binu 6onee orpaHnyeHbl B GU3NYECKON aKTUBHOCTU, CUfibHee cTpaganu ot 6onm (p<0,05), yalle HyxZanucb
BO BCMOMOraTe/bHbIX CpefcTBax nepensmxeHus (p<0,0001) n MeHbLIe NOTPebNAnM pecypchbl 31PaBOOXPAHEHNS, MOCKOb-
Ky onepaTvBHasA akTMBHOCTb B Te rofibl BCe ellie oCTaBanacb HNU3KOW. ABTOPbI CCNefOBaHNM NoAYEPKUBaNK, YTO NacCMBHasA
No3uumMA CreynanmcToB, HeXeNaHne oneprpoBaTh NaLMEHTOB NOXMIOro BO3pacTa C CONYTCTBYIOLWEN COMaTNYeCcKon naTo-
Nlorvien NPUBOAAT K BbICOKOW JIETANIbHOCTU, @ 3PPEKTUBHOCTD pPeLIeHUsI NPo6/ieMbl OCTEONOPO3a 1 NEPENTOMOB BO MHOIOM
3aBMCUT OT €€ COLMaNbHOro NpPU3HaHmA.

B nocnenHue rogbl B Mupe 1 Poccun ans CHUXKeHNs rnobanbHOro 6pemeHn HM3KO3HEPreTUUYeCcKrxX NepenomMmoB NoBce-
MeCTHO co3paatotca Cny»6bl NpodUNakTUKM NOBTOPHbIX NepenomoB (CMMM). 3Tu cnyx6bl HanpaBneHbl Ha BbIABEHME Nauu-
€HTOB C HM3KO3HEpPreTMYecknMmn rnepenomamm, obcnegoBaHne Ux oJia OLEHKM pUCKa NageHuii 1 NepenomoB, HasHaveHne
neyeHns 1 AnuTesibHoe HabnogeHne ans obecrneyeHns CHUXKEHUS PUCKa MOBTOPHbIX NepeoMOB.

Ha cerogHA MOXHO roBoprTb O BbICOKOU 3hdeKTUBHOCTY paboTbl NofobHom cnctembl. Hanbonee BaXkHbIM NMokasatesnem
ABNAETCA UX BANAHWE HA NETANIbHOCTb MALNEHTOB C HU3KO3HEpreTuyeckummn nepenomamu. Tak, cpeam naumeHToOB C Nepeno-
Mamy MPOKCMMaribHOro oTaena 6eapa yepes 1 rog nocsie nepesioma JIeTanbHOCTb B FPYMMe naumueHToB, BKtoueHHbix B CIMMN
yMeHbLIMnachb Ha 16% No CpaBHEHWIO C BEAEHMEM NaLVEHTOB B NEPBMYHOM 3BEHE 3[paBOOXpaHeHus. Ecnu nprmeHnTb 311
[pacyeTbl K KOropTe NaLmneHToB C NepesioMamMm AaHHON JIoKanmsauum, BKntoueHHbIMy B CMTMIM 6051bHMLbI CKOPO MeANLIMHCKOW
nomoLum nmenn H.B. ConoBbeBa r. Apocnasns, To rof yaacTca CoOXpaHUTb AononHutenbHo 30 »usHert Ha 1000 naumeHToB, ro-
cnuTanu3npoBaHHbix ¢ MNMNOB 1 cylwecTBEHHO YMEHbLINTb YPOBEHb UHBAAM3aLMN CPEAV STON rpynibl NaLyeHTOB.

3HauMMoe BNMAHME Ha KauyeCTBO XKM3HM OKa3blBalOT Mepenombl 1 APYrvX JIOKanmn3auuii, B TOM YACsie nepenombl Ten no-
3BOHKOB, NPUBOJALLMNE K XPOHUYECKOMY 6ONIEBOMY CUHAPOMY U HapyLuawwme GyHKLMOHNPOBaHNE BHYTPEHHVX OPraHoB.
B nccneposaHusax no s dektusHoctn paboTbl CIMIM 66110 NOKa3aHO CHUPKEHME YaCTOTbl MOBTOPHbIX NeperioMoB 6osiee yem
Ha 40% yepe3 3-5 neT, YTo NPY NPefOTBPALLEHNM JAHHbIX MEePEeIOMOB NO3BONIUT COXPAHUTb KAYeCTBO MU3HWU NNL, MOXUI0TO
1 CTapyecKkoro Bo3pacTa.

YACTOTA MOBTOPHbIX NEPEJIOMOB NMPOKCUMAJIbHOIO OTAENIA BEAPEHHOW KOCTU
Y XXUTEJIENT. APOCJIABNA 50 JIET U CTAPLUE

benosa K.l0.'?, bBenos M.B."?, PaccamaxuH C.B.!

'TAY3 AO «KnuHnyeckas 605bHULA CKOPOW MeanLMHCKoN nomoLym nmenun H.B. Conosbesav, . Apocnasib
2QrbOY BO «fipocnaBcKuin rocyfapCTBEHHbIN MeanUMHCKUN yHuBepcuTeT» M3 PO, r. Apocnasnb

AxkmyanbHocme: [Nepenombl NpokcMmanbHoro otaena 6eapenHor koctu (MMOB) aBnsaoTCA Hanbonee TAXENbIM OCNIOX-
HeHVeM oCTeonopo3a. YacTb NaLuneHTOB MOTyT MOBTOPHO MONyYMTb TaKOW NepenioM B CBA3M C COXPaHEHEM MU Nporpec-
CUPOBaHUEM XPYNKOCTV KOCTHOM TKaHW. MoeTopHble MMOB xapakTepu3syoTcs 6onee BbICOKON NETaNbHOCTLIO U XYALWNM pea-
OUNMTALMOHHBIM MOTEHLMANIOM NaLueHToB. Mpy 3ToM 60Mbluasn YacTb AaHHbIX NEPEIOMOB MOra Obl ObITb NPefOTBPALLEH],
€C/n Nocsie NepBoro nepesioMa NaureHTa BKIIOUNTb B CyO0y npodurnakTrky noBTopHbIxX nepenomos (CMNIMM) 1 oH 6yget
nosnyyaTb HEOOXOAUMOE NleUeHre OCTEONOPO3a.

Leno: OueHnTb yacToTy NoBTOPHbIX MNMNOB y Xutenen r. Apocnasna 50 neT n cTaplue, rocnMTanM3MpPOBaHHbIX B CTaLMO-
Hap 60NbHMLbI CKOPOW MeaAnUMHCKOM nomowwm umenn H.B. ConosbeBsa.

Mamepuanei u Memoobi: C CMOSIb30BAHMEM JAHHbIX, BHECEHHbIX B €4UHYI0 UHPOPMALIMOHHYIO CUCTEMY «DNTKOP», KO-
TOpas UCMosb3yeTca B yupexgeHum ¢ 2014 r., 6biny nonyyeHbl faHHble 060 BCeX NaLMeHTax, FOCNUTaNM3NPOBaHHBIX B CTa-
umoHap 3a nepriog ¢ 01.01.2014 no 31.12.2021 rr. Kputepusimu ot6opa CTanu: BO3pacT nauneHTa (50 neT u ctaplue), AMarHo3
(wndp no MexayHapogHol knaccudukaymm 6onesHen X nepecmotpa S72.0 — nepesiomM wenku begpeHHomn Koctu, S72.1 -
upe3BepTeNbHbIN Nepenom 1 $S72.2 — noaBepTeNbHbI Nepenom 6eipeHHON KOCTL), aapec NPOoX1BaHUs (B aHanu3 BOLWN
TONbKO XXWTenu r. ApocnaBns, Tak Kak OHM MOTYT 3@ MOMOLLbIO C JaHHbIMM MEePEeoMamMy TONbKO B YKa3aHHYI0 60/bHMLY, U CY-
LeCcTBYeT HaNa)keHHaa cncTeMa rocnuTann3auumn Taknx NauyMeHToB B CTauuoHap). YTo KacaeTca NoNHOTbI rocnuTanm3aumm
Xutenewn r. ipocnaend, npefbigyline nccnegoBaHma nokasanm, YTo YNCIo NauMeHTOB, OCTaBLUMXCA AOMa, HE3HAUYUTENbHO
N He MOXeT NOBNUATb Ha JanbHenwmne pesynbrathbl (JlecHak O. M., Epwosa O. b., benosa K. 0. c coaBr,, 2014 r.). B kauecTtBe
naeHtTudrkatopos nostopHoro MMOB y ogHOro 1 Toro »e nauueHTa Obinn BbibpaHbl GaMuIvsa, UM U OTYECTBO MALMEHT],
a B JanbHenweM ConocTaBnAnMCb aHHbIe O BO3pacTe 1 agpece NPOoXMNBaHWA A1 NOATBEPKAEHWA TOTO, YTO BbIAAB/IEHHbIE
cnyyan gsyx NMNOB npousownu y ogHOro 1 Toro *e naumeHTta. C yyuetom AOCTYMHbIX AaHHbIX, MAaKCUMMalNbHbIN Nneprog and
BbiAiBNEHNA ¢pakTa noTopHoro MMOBb coctaBun 5 net.

Pe3ynemamei: Bcero 6oy npoaHanu3mpoBaHbl AaHHble o 3438 nepenomam yKasaHHbIX lokanvsauumii. beino nonyyve-
HO, uTo uncno cnyyaes MMNOB B 2014 rogy 66110 Ha 40% y MyXUMH 1 Ha 30% Y >KEHLUMH MEeHbLUE, YeM CPeAHMIA NoKasaTesb
3a 2015-2021 rr,, B CBA3U C YeM CJlyyamn NepPesioMOB, NoyyeHHbIX B 2014 1., 6binn MCKOYEHbl 13 AaNibHeNWero aHanmsa
NS UCKNIOYEHNA CUCTEMHON OWNGKM, MMEBLLEN MeCTO B yKa3aHHbI/ nepuop. Mpu oueHke uncna nosTopHbix MMOB 6bino
Nosly4yeHo, YTo Yepes 1 rog Nnocsie NepBoro nepesioma NOBTOPHbIE nNepenomMbl UMenn MecTo y 1,3% MyXKUnH 1 2,4% XKeHLWKH.
Yepes 2 roga 3T nokasartenu coCTaBuUnM COOTBETCTBEHHO 2,6% u 4,5%, yepes 3 roga - 3,7% n 5,5%, uepes 4 roga - 4,1%
1 6,8%, uepes 5 net - 3,8% 1 6,9%.

OcTeonopo3s n octeonatuu. 2022;25(3):3-141 doi: https://doi.org/10.14341/0s5te020223 Osteoporosis and Bone Diseases. 2022;25(3):3-141



26 | Octeonopos 1 octeonatun / Osteoporosis and Bone Diseases CBOPHMK TE3NCOB

Bb1800bi: Takum obpa3om, yactota noBTopHbIX MMOB y nuy 50 neT 1 cTaplue yBENMUYMBAETCA €XErofHO M JOCTUraeT
yepes 5 net nocne nepsoro nepenoma 3,8% y My>UunH 1 6,9% y xeHWwuH. OrpaHNYeHNAMN AaHHOTO NCCNef0BaHNA MO
CTaTb HelOCTaTOYHasi BbIOOPKa AnA ANNTENbHOro HabnoaeHUs. TakxKe MOITIM He BOWTU B aHann3 AaHHble O NayuneHTax, no-
MEHABLUMX MECTO XUTEeNbCTBA.

OOEKTUBHOCTb MATOTEHETUYECKOW TEPANUW B3POCNIOIO NALMEHTA C AETCKOW
®OPMOW TMNO®OCOATA3UU NO AAHHBIM KIIMHUYECKOIO, PEHTTEHOJIOTMYECKOTIO
U TMCTOMOP®OMETPUYECKOIO UCCIIEQOBAHUN

byknemuwes 0.B., Bonkos A.B., PognoHosa C.C., TucceH b.T.

Orby «<HMUL, TO mum. H.H. Mpuroposa» MrnH3gpaBa Poccmun, Mockea

Lens: OueHnTb 3P PeKTNBHOCTb NATOreHEeTUYECKOTO NleveHus rnnodocdaTasmm y B3poCioro naLymeHTa no AaHHbIM Kiu-
HUYECKOrO, PEHTFEHONOMMYECKOTO U TMCTOMOGOMETPUYECKOTO UCCIIE[0BAHUS.

lmnodocdatasna — peakoe MeAneHHO Nporpeccupylollee reHeTudeckoe 3aboneBaHue, oOYCIOBNEHHOE MyTaLUAMU
B reHe ALPL, kognpytowem Hecnevlmouuecknini TKaHeBol nsodepmeHT wenoyHou pocdatasel TNSALP, nposasnsioweecs Ha-
pYLEHUAMU B MMHEPaNU3aLmm KOCTe CKenleTa 1 3yboB, HEBPOJIOrMYEeCKOW NaToNornen, BTOPUYHbIMY CUCTEMHbBIMU OCJIOX-
HEHUAMU, NPUBOAALMVMU K MHBANNAM3aLUmM 6ONbHBbIX.

MaToreHeTnyecKon Tepanuen runopocdatasum ABAAETCA NOXKUIHEHHAA PepMEHT-3aMeCcTUTeNIbHAA Tepanus yenoseye-
cKon pekomburHaHTHOM TNSALP — acdoTazon anbda, ogobpeHHas B 2015 rogy FDA ans neyeHusa nepurHaTanbHOMW, MHaH-
TUNbHOW 1 petckon popm runodocdartasum. C KoHua 2019 r. npenapat 3aperncTpupoBaH s MEAVNLUHCKOTO NMPUMEHEHMS
B PO y getein. BctpeyvatoTca eAUHNYHBIE iIaHHbIE O KCMOJIb30BaHMM achoTasbl anbda y B3POCbIX MALMEHTOB.

XOTVM NpefCcTaBUTb OMbIT IEYEHUS B3POCIOro NaumeHTa ¢ getckon dopmoii FOD, 0CcNIoXKHEHHON NepecTpoeYHbIMY Mne-
penomamun 6efpeHHbIX KocTel koTopomy anarHo3s OO 6bi1 nocTaBneH yepes 39 feT OT NOSABAEHUA NePBbIX CMMIMTOMOB
M Ha3HayeHa naToreHeTmyeckas Tepanus. MNauneHt b., 1978 r.p., o6paTnnca Ha KoHcynbTaumio B KJO, LeHTp ocTeonoposa
®reY «<HMUL TO nm H.H.Mproposa» M3 PO 21.12.2017 ¢ xanobamu Ha nporpeccrpytoLime 6onm B obnactu npasoro 6eapa
B B/3, nedbopmanuio HXKHUX KOHEUYHOCTeW, clabocTb. MNpu cbope aHamHe3a, CO C/IOB NALMEHTA U €r0 POAUTESIEN, BbIACHEHO
yTO Hayvasno 3aboneBaHVA OTMeYeHo B Bo3pacTe 1,1 roga, Korga nosBUIack BanbrycHasa AepopmMaLmsa HXKHUX KOHEYHOCTEN,
XpomoTa. BbinageHue MonoyHbIx 3y60B ¢ 1,2 rofa ¢ KOpHAMU.

JlmarHocTMpoBaH paxuT, OJHAKO KOHCEPBATUBHOE JIeUeHMe, BKoUalollee BUTaMuH [1, 3bdekTa He npuHecno. ledopma-
LUK NPoAoXKanm NporpeccnpoBaTb.

B Bo3pacTe 9 nert, 3atem B 12 neT NOBTOPHO M3-3a peumanBa aebopmaunii B OTAENEHWM KOCTHOWN NaTONOMMN OETCKOro
Bo3pacTta LINTO, npoBefeHbl onepawmm: nogmMbllLenKoBble KOPPUTMpYIoLiMe OCTEOTOMMM KOoCcTel obounx roneHein. B mapTte
1993 rofa n3-3a NoBTOpHON AepopmaLnmn NpoBeaeHbl Onepaunn: HaAMbILLENKOBbIE OCTEOTOMUN 06enx 6eapPeHHbIX KOCTEN.
DopmrpoBaHMe KOCTHbIX MO30J1el B MOC/IeONepaLoOHHble MEPUOALI MPOUCXOANIo B 6osiee No3gHne Cpoku. Bnepabie ypo-
BeHb LL® 6611 onpepeneH B 1993 r. u coctasnsn LLUO - 264 (448-896) HMONb\CI., UTO ObINIO B ABA pa3a HUXKe BO3PaCcTHOM
HopMbl, OQHaAKO 3TN AaHHbIE HE YYNTbIBASIUC.

C 20 neT noTepsA NOCTOAHHbIX 3yHOB, C KOPHAMU, OCTABLUMECA efVHUYHblE 3yObl GUKCUPOBaAHbI 3a CYET CAN3UCTON,
N BHELLHWX KOHCTPYKLWN.

MNMoeTopHoe obpalyeHme B HMWLL TO B gekabpe 2017 . ¢ )xanobamu Ha nporpeccupyioume 6onv B obnactv B\3 nesoro
6enpa, cnaboctb. bonu noaBunuce NocteneHHo, 6e3 npeawecTByoLE TPaBMbl HauUHas ¢ toHA 2017 1. YposeHsb LLO kposm
CHM3MNOCb Ao - 5 (40-135) EviB 2017 .

PeHTtreHonoruuecku, no gaHHbim KT, MPT, KT-ckearpamm BbisiBfIeHbl MepecTpoeyHble nepenombl obenx 6egpeHHbIX Ko-
cTein (NpaBon 6egpeHHOM KOcTu B B\3, neBoi 6eipeHHOI KOCTW. [10 faHHbIM PEeHTreHOBCKOWN AEeHCUTOMETPUN HE BbISIBIEHO
CHUKEHME MMHepanbHOM KOCTHoM nnoTHocTu. QST — MIK npeBbiliaeT BO3pacTHYO HOPMY.

PekomeHpoBaHa KOHCEpPBATUBHaA Tepanus, BKoYaoLwas anbdakanbLuaon U 0CCEUH-TUAPOKCUANATUTHBIA KOMIIEKC,
pa3rpy3Ka npu NOMOLLM KOCTbINEN, HOLeHre opTe3a. Ha poHe npoBOAMMOro neyeHns oTMeyeHa oTpuuaTenbHasa AUHaMu-
Ka, ycurneHue 6011eBOro CMHAPOMA, PaclUMpeHue LWen nepecTpoeyHoro nepenoma. OTcyTcTBOBana AMHamumka yposHs LLO.

MpoBeaeH reHeTMYECKNIA aHanM3 KPoBU NpobaHida U ero PoACTBEHHMKOB Ha MyTauuto ALP. Y mauymeHTa, ero matepu,
1 cbiHa BbiABeHa MyTauma (MIM 171760 TpaHckpunT RefSeq:NM_000478), 6one3Hb runopocdatasma (OMIM 146300). Bobi-
ABNEH BapyaHT HyKneoTuaHon nocnegoBatenbsHoctn €.182 G>A (p.G61E) B reteporeHHOM cocToAaHMUM B 4 3K30He. [NpoBeaeH
6uorHbOopMaTMUECKMIA aHaNn3 NpeAcKasaHna NaToreHHoCTy 3ameHbl P.Gly61Glu: nporpammbl Mutation Taster, PolyPhen-2,
SIFT, PROVEAN - naTtoreHHblli BapuaHT. Kpome Toro y npobaHfa v ero oTua BbisiBneHa myTauma (MIM 171760 TpaHckpunT
RefSeq:NM_000478)), 6onesHb runodpocdatasms (OMIM 146300).BapuaHT HykneotugHom nocnegoBatenbHocTn €.571 G>A
(p.Glu191lys) B reTeporeHHOM COCTOSIHUM B 6 3K30He onucaH B 6a3ax gaHHbIx ALPL-SESEP n HGMD (CM920019).

Wcxops u3 aHamHesa 3aboneBaHus, ypoBHsA LD KpoBu, Hannuus nepecTpoeyHbiX NepesioMoB 6efipeHHbIX KOCTeN, AaH-
HbIX FreHETUYECKIMX aHANIM30B KPOBMU - bl BeprduumpoBaH gnarHos - lmnodocdarasus, getckaa popma. OcnoxHeHHas ne-
pecTpoeyHbiMU Nepenomamu oberx 6epeHHbIX KocTen. BapycHas gedopmauma HUXKHUX KOHEYHOCTEN.

o Hauana nevyeHus acdoTaszon anbda NauneHTy NpoBegeHa 6uoncra U3 Kpbila NoAB3AOLHON KOCTW C TMcToOMopdome-
TPUYECKMM NCCNefOoBaHNEM.
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