0O630pbl 1 Nekuun .
Reviews and Lectures

https://doi.org/10.34883/P1.2024.12.2.010 —®@@
YOK 616.71-007.234-06:616.832-009.54-053.2 @ L

lanawesckana A.A. D4, Moukanno A.C., BoasHosa O.B.
WHCTUTYT noBbiweHnA KBanndrKauum 1 NepenofroToBKN KafpoB 34paBoOOXpaHeHA
Bbenopycckoro rocyaapcTBeHHOro MeaNUMHCKOro yHUBepcuteTa, MuHck, benapycb

OcTeonopo3 y aeTen C MblleYyHOW guctpoduen
JlloleHHa: COBpeMeHHOEe COCTOAHME Npobnembl

KOHNUKT MHTEpecoB: He 3asiBNieH.

Bknap aBTopoB: [anaiwesckas A.A. — KOHLENUMA 1 An3aiiH, C6op 1 aHann3 Hay4yHOro Matepmana, HanncaHue TeKCTa, OKOHYa-
TenbHOE pefjakTupoBaHue; Moukanno A.C. — KOHLENUUA v AM13aiiH, aHaI3 Hay4YHOro MaTepmana, OKOHYaTeNlbHOE PeaaKTypoBa-
Hue; BogsHoBa O.B. — aHanns HayuHOro Matepuana, OKOHYaTelbHOe pefakTUpPoBaHue.

Ana uuntupoBaHma: lanawesckaa A.A., Toukaino A.C, BopaHoBa O.B. Octeonopo3 y peteil C MblleYHOW AuUC-
Tpoduen [IOWEHHA: COBPEMEHHOE COCTOAHWE npobnembl. [leduampus BocmoyHaa Espona. 2024;12(2):303-319.
https://doi.org/10.34883/P1.2024.12.2.010

MopaHa: 13.03.2024

MpuHAaTa: 13.05.2024
KoHTakTbl: ag.minsk.by@gmail.com

Pesiome

MbiweyvHasa guctpodus QioweHHa (ML) — HacneacTBeHHoe X-CLeneHHoe peLeccnBHoe
HepPBHO-MbILLEYHOE 3a0051eBaHME, KIMHUYECKM NPOABASAIOLLEECs Y MallbUYMKOB U XapaKTe-
pu3ytloLleeca NPorpeccupyoLien MblleYHOW C1aboCcTbio, PaHHEN YTPaTol CMOCOOHOCTM
K CamMOCTOATeIbHOMY NepefBMXEeHNI0, KOCTHO-CYCTaBHbIMY Aedopmaunamm, pa3Butmem
KapAMOMMONaTUmM, CEPAEUYHON U AbiXaTeNibHOW HeJoCTaTOYyHOCTU. B HacToAwee BpemA
OCHOBHbIM MeTooM NeueHna ML asnatoTtca rokokopTukoctepouabl (MKC) cuctemHo-
ro OencTBUs, NO3BONAIOLWME 3aMedSIUTb NPOrpeccnpoBaHie 3aboneBaHns 1 NPOAIUTbL
XM3Hb nNayneHTtam. OgHako anutenbHoe npuMeHeHue MKC B coueTaHum ¢ nporpeccupy-
lOLLe MUOMATHEN 1N COAPYXECTBEHHO HapacTaloLlen MMMoOu3aLmnel OKa3biBaeT Hera-
TVBHOE BAUAHME HAa COCTOAHME KOCTHOW TKaHW BMJIOTb 0 Pa3BUTKA ocTeonopo3a. Llenbto
JlaHHOro 0630pa ABNAETCA 0006LEHME N CUCTEMATM3ALMA UMEIOLLMXCA HA CErOAHALLHWUIA
[leHb AaHHbIX 00 anvaemmonoruu, GakTopax prUcka, NoAXoAax K ANarHOCTVKE, NEUEHMIO U
npodurnakTrke octeonopo3sa y geteii ¢ MA/. Ocoboe BHUMaHVe yaenseTcs paHHEMY Bbl-
ABNEHUIO KNtoueBoro nposasneHns NKC-octeonoposa — NepesiomMmoB NO3BOHKOB.

KnioueBble cnoBa: mbillevyHasa AUCTpodus [oWeHHa, 0CTEONOPO3, MIOKOKOPTMKOCTE-
pouabl, NepenomMbl MO3BOHKOB, M1HepPanbHas MIOTHOCTb KOCTHOW TKaHU, bucpocdoHatbl
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Abstract

Duchenne muscular dystrophy (DMD) is a hereditary X-linked recessive neuromuscular
disease, clinically manifested in boys and characterized by progressive muscle weakness,
early loss of the ability to move independently, osteoarticular deformities, development
of cardiomyopathy, as well as cardiac and respiratory failure. Currently, the main treatment
method for DMD is systemic glucocorticosteroids (GCS) therapy allowing delaying the
disease progression and prolonging patients'lives. Yet prolonged GCS use in combination
with progressive myopathy and concomitantly increasing immobilization negatively
affects the bone tissue condition up to osteoporosis formation. The purpose of this review
is to summarize and systematize currently available data on the epidemiology, risk factors,
and approaches to diagnosis, treatment and prevention of osteoporosis in children with
DMD. A particular attention is paid to early detection of the key manifestation of GCS-
induced osteoporosis, namely vertebral fractures.

Keywords: Duchenne muscular dystrophy, osteoporosis, glucocorticosteroids, vertebral
fractures, bone mineral density, bisphosphonates

W BBEJEHWE

MblweuHas guctpodua OioweHHa (MAL) - 3To nporpeccupytolee X-cLenneHHoe
peueccriBHOe HEPBHO-MbILWEYHOe 3a60/1eBaHMe, Bbi3BaHHOE MyTaLMAMU B reHe UCTpo-
dviHa, KOTOpble MPUBOAAT K OTCYTCTBUIO WM HEAOCTAaTOYHOCTY GYHKUMOHANbHOTO 6en-
Ka guctpoduHa, obecneumsaioLero NpoYHOCTb, CTabuIbHOCTb U QYHKLMOHANbHOCTb
Mrodrbpun. OTCyTCTBME UK ANCHYHKLUMA AUCTPOdMHA B NEPBYI0 ouepedb BAUAET Ha
CKeneTHble MbIWLbI Y MYOKapA, Bbi3blBasi Mporpeccrpyiollee nospexaeHune n atpoduio
MbILLILI, Y4TO BEAET K MbILLIEYHOW C/1TaboCTH, MOCTENEHHO YTpaTe CMOCOBHOCTY K CaMOCTOS-
TeNbHOMY NepefBUKeHI0, AblXaTellbHOWM HeAOCTaTOUHOCTY 1 Kapanomuonatum [11. MO
13-3a PELeCCMBHOMO TUMNa HaCeAOBaHUA MaHUPECTUPYET KIAVHUYECKUMMN NPOABIEHUA-
MV MPENMYLLLECTBEHHO Y MasIbUMKOB, B TO BPEMS KaK AEBOUKM ABMAKTCA 6ECCUMMTOMHbI-
MU HOCUTENAMK. TeM He MeHee B PefKNX CITyUasX Y *KeHWMH-HOCUTENbHUL, TaKKe MOTyT
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NPoABNATLCA Nlerkme cUMNToMbl 3aboneBaHua [2]. Mo nuTepaTypHbIM AaHHbIM, 3abone-
BaemocTb M oueHuBaeTtca Kak 1 : 3500-6000 HOBOPOKAEHHbBIX ManbyMKkoB [3]. Knu-
HUYECKW BblgenaAT Ase ¢opMbl ANCTPOPUH-aCCOLMNPOBAHHBIX MbILUEYHbIX ANCTPODWIA:
MbilweyHaa auctpoodua bekkepa (MAb, OMIM: 300376) u MAL (OMIM: 310200). MAb - go-
6pokauecTBeHHasa ¢popmMa 3abosieBaHNA ¢ No3aHUM aebtoTom B 10-20 neT 1 MeaneHHbIM
NporpeccnpoBaHNeM CUMMTOMOB MbILLEYHOWN C1aboCTh C COXpaHEHEM CNOCOOHOCTU K
camocToATeNbHOM Xo[bbe B TeueHne 15-20 net ot Havana 3abonesaHua [3, 4]. MO — Hau-
6onee Taxenas ¢popma 3aboneBaHUsA ¢ MaHUdecTaumenn B Bo3pacTte 2-5 neT 1 nporpec-
CMPYIOLMM 3710KaueCTBEHHbIM TeueHureMm [3, 4]. K coxxanenuto, MA[ ABnAeTCA He TONbKO
OAHOW 13 Hambornee TAXenblX GOpPM HACeACTBEHHbIX MbILUEUHbIX AUCTPODUIA, HO 1 Haw-
6onee YacTblM HaCNeACTBEHHbIM HEPBHO-MbILLEYHbIM 3abonieBaHveM. [pn ecTeCTBEHHOM
TeueHunm 3abosieBaHNA NaLUMEHTbI, Kak NPaBuio, K 12 rogam TepsaoT CNoCOOHOCTb K cCamo-
CTOATENIbHOMY NepefBVKEHNIO, @ lIeTalIbHbIV CXO HAaCTYNaeT B pe3ynbraTe cepheyHom
UNY OblxaTefIbHOW HELOCTAaTOYHOCTU B KOHLIE BTOPOTO WY TPETbEro AeCATUNETUS KNU3HN
[5]. OfHako cneflyeT OTMETUTb, YTO B MOC/IeiHME FOAbI MPOrHO3 B OTHOLLIEHWI OXKAaeMo
NPOJOMKNUTENBHOCTY XM3HW Npy MO 3Hauumo ynyJlwimnca 6narogapa JOCTUMKEHUAM B
CTaHZapTax okasaHuA MeAMLMHCKONM MOMOLLY, BK/OUYaA NPUMEHEHNE FIOKOKOPTUKOCTE-
pongos (TKC) cuctemHoro gencTeus, YTo NO3BONUIO U3MEHUTb eCTECTBEHHOE TeyeHue
3aboneBaHuVA, ynyuWwnTb NPOLOMKUTENIBHOCTb U KauecTBO XM3HW nauuneHTos [1, 3, 6, 71.
Mpu coBpeMeHHbIX CTaHAAPTax NeyeHna MHorue naumeHTbl ¢ MO MoryT fOXnTb 10 YeT-
BEPTOro AeCATUNETUA KN3HK [8].

B HacToAwee Bpema KC cncteMHOro gencTeua ABAAIOTCA «30/10TbIM CTaHAAPTOM» Jle-
yeHuAa naumeHToB ¢ MAJ. B MHOrouncneHHbIX NCceqoBaHUAX NMokasaHa CnocobHOCTb
IKC 3amepnaTb NporpeccupoBaHmne 3ab6oneBaHUA 3a CYET NPOASIEHUSA Neproaa CaMoCTo-
ATENIbHOrO MepeaBUKeHUsA, COXPaHEHUA Cubl Mbilwl, GYHKLMOHANbHOW BO3MOMHOCTHA
BEPXHMX KOHEUYHOCTEeW, NogaepaHusa KapanopecnupatopHon GyHKUNK, CHUXEHNA pU-
CKa pa3BuUTUA TAXKenoro ckonmosa [1, 3, 4, 9]. OgHako Jo cMX Nop CyLecTByeT Heomnpe-
LEeNeHHOCTb OTHOCUTENIbHO ONTMMANbHOrO pexnma fosmpoBaHusa MKC, uyTo npueeno K
BapunabenbHOCTU B MX HasHauyeHUU. NKC 06bIYHO Ha3HayaloT, Korga MaumMeHT focTuraeTt
«dazbl NNaTo» ABUraTesibHbIX HaBbIKOB, He AOXKMNAAACb Hayana yracaHua MOTOPHbIX QYyHK-
uuin (06bbluHO B Bo3pacTe oT 4 fo 6 neT) [3, 4, 9]. Hanbonee yacto pekomeHayemasa cxema
IKC-Tepanuu BKNoyaeT exxegHeBHbIN Nprem npeaHunsonoHa (0,75 mr/kr/cyT) unu gedna-
3akopra (0,9 mr/kr/cyT) [1, 9]. Npwu yTpaTe NaLreHTOM CNOCOBHOCTUN K CaMOCTOATENIbHOMY
nepensmxeHnto (HeambynatopHaa ctagua 3abonesaHums) go3a NKC ymeHbliaetca [3, 4].
B cnyuae HenepeHocumocTn exkepHeBHoOW [KC-Tepanun nnm € Uenblo CHUXEHUA Bblpa-
YKEeHHOCTW HeXXenaTeNbHbIX peakLuii BOSMOXEH nepeBof pebeHKa Ha UHTEPMUTTUPYIO-
Lwme cxemMbl neyeHus (4yepes geHb, No BbIXoAHbIM, 10 aHel npuem / 10 gHen nepepbiB)
[3, 4, 9]. NaumenTol ¢ MO HypaloTcA B ANNTENBHOM (B TeUEeHMe MHOTUX NeT) npreme
IKC, uTo B NPOTMBOBEC MX MONOKUTENIbHOMY BIIUAHWIO HA TeUeHMe OCHOBHOro 3abone-
BaHMA HepeaKo MPUBOAUT K Pa3BUTUIO Pa3IMYHBIX HeXXenaTeNlbHbIX peakuuin. Hanbonee
YyacTbIMK HexenaTtenbHbIMK peakumamy TKC-Tepanuu, BKAOYas Te, KOTOPblE Bbi3blBAOT
Hanbonbluee 6eCNOKONCTBO y MNALMEHTOB 1 X CEMEN, ABNAITCA Nepenombl BCiefCTBUE
0CTeonopo3a, MMHeNHAA 3afepKKa UK OCTaHOBKA POCTa, a TaKXKe 3afep’kKka NosIoBOro
co3peBaHuA [5]. BaxxHO noguepKHyTb, UTO Ha ceroaHAWwHMN aeHb NKC-Tepanua asnsaeT-
CA OCHOBHbIM MeToAoM neyeHna ML, no3BOAMBILUMM U3MEHUTb €CTeCTBEHHOE Teye-
Hune 3aboneBaHUA U yBENNUUTb NPOLOIHKUTENIbHOCTb »KU3HW NaumneHToB. Bmecte ¢ Tem
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C yBENNYEHMEM OXKMUZAeMOV NPOLOSHKUTENBHOCTA XNU3HN 1 PaHHUM Ha3HauveHnem KC
CTaHOBUTCA BCe H6onee akTyanbHbIM M3yUYeHMe JONITOCPOYHbIX HeXenaTenbHbIX peakuui
I'KC, Bkntouas passutue NKC-octeonoposa [6].

Llenbto paHHoro o63opa ABnAeTca 06o6LLeHre 1 crcTemaT3auma UMEOLUXCA Ha ce-
FOAHALWHUIA feHb faHHbIX 06 anugemuonorum, daktopax pucka, noaxoaax K AnarHoctu-
Ke, neveHuio 1 npodunakTmke octeonoposay geten ¢ MAA.

B SMUAEMNONOTNA OCTEONOPO3A MNMPU MbILWEYHOW ONCTPOOUM
AIOWEHHA

OcTeonopo3s npeactaBnAeT cobol MeTabonnyeckoe 3aboneBaHne cKeneTa, XxapakTe-
pu3yloLleeca CHUKEHMEM KOCTHOM MacChl, HapyLLEHEM MUKPOAPXUTEKTOHUKIN KOCTHOW
TKaHWU 1, KaK CNeacTBure, nepesiomaMm Npyv MUHMMaNbHOM TPaBMe, T. €. MPOoU3oLweaLwmnx
CMOHTAHHO MAW NPU NAaLeHUN C BbICOTbl COOCTBEHHOrO pocTa Yesnoseka [10]. Mo nuTe-
paTypHbIM faHHbIM, Y 20-60% ManbumkosB ¢ M HabniofatoTca HM3KOTpaBMaTMyecKue
nepenomMbl KOHeYHocTel (06bIYHO AUCTanbHOro otaena 6egpeHHoON Koctu, 6onbluebep-
LoBoW nnn manobepuLoBoit KocTel), a y 30% pa3BrBaloTCA CMMNTOMaTUYECKME NepesioMbl
NO3BOHKOB [6]. BMecTe ¢ Tem NCTMHHaA pacnpoCTPaHEHHOCTb NePENOMOB NO3BOHKOB MO-
XeT ObITb BbllUe, MOCKONIbKY OHU YacTO MNPOTeKaloT 6eCCMMNTOMHO (0COBEHHO Ha PaHHMX
CTaguAX pasBUTUA) N NPU OTCYTCTBUM PErysIAPHOro MOHUTOPWHIA NOCPeACTBOM BbIMNoJi-
HeHVA peHTreHorpaduy NO3BOHOUYHMKA OCTAlOTCA HeaMarHoCTUpoBaHHbIMK [6, 11, 12].
Mepenombl no3soHKoB Npv M MoryT BO3HMKaTb y»Ke yepe3 6 MecALeB nocse Havyana
npuema NKC (B cpegHem uvepes 2-3 ropa). Mpun 3TOM B AETCKOW NONyAALMN Yalle BCero
nepenomMbl MO3BOHKOB NOKaNN3yloTcA B CPeAHErpyagHOM 1 BEPXHENOACHUYHOM OTAenax
no3BoHoYHMKa. Ana M cneunduuHbl Takke nepenombl NOACHNYHOIO OTAEeNa NO3BO-
HOUHMKa, YTO, NO-BUAUMOMY, CBA3AHO C Pa3BUTMEM XapaKTEPHOro AnA 3Toro 3abonesa-
HWA NOACHUYHOTO rmnepnopgo3sa [5].

B nocnepHwve rogbl ony6nvMkoBaH pAf NcCiefoBaHWUA MO U3YyYeHWI0 SNUGEMMONIOTN
OCTEOMNOPOTMYECKMX NEPESIOMOB U BIVAHNA Pa3finUHbIX GaKTOPOB PUCKa Ha pa3BUTME
octeonoposa npy MAL, Bkntoyasa npumeHeHne pasnmyHbix cxem [KC-tepanun. B nccne-
posaHun W.M. King n coasr. [13] noka3aHo, 4To y Mmanbunkos ¢ MA[, nonyvatowmx gnm-
TenibHoe neyeHue NKC, 3HaUNTENBHO CHMMKAETCA PUCK Pa3BUTUA CKONMO3a N yBENNYMBaET-
€A CNOCOOHOCTb K CaMOCTOATENIbHOMY MepeaBIKeHnto 6oniee ueM Ha 3 rofla, OfHaKo 3Tu
nauneHTbl NoABEepPXEHbl NMOBbILIEHHOMY PUCKY NepenoMOB MO3BOHKOB U HUXHUX KOHeu-
HOCTEW N0 CPaBHEHMIO C MasibumKamu, He nonyyaslummm [KC-tepanuio. KomnpeccnoHHble
nepenombl NO3BOHKOB OGHapy»keHbl y 32% MauyeHTOB 13 rpynmbl, NofyyaBLUel neyeHne
IKC, B TO Bpema Kak cpeam naunmeHToB, He npuHumaswmx MKC, He 6b110 BbIABNEHO Nepe-
NIOMOB NO3BOHKOB. bosee TOro, y NaLmMeHTOB, KOTOpPble NPUHMUMaNU CTepouAbl, B 2,6 pa3a
yalle BCTpeyanmcb nepenomMbl AJINHHbIX KOCTEN KOHEUYHOCTEN.

Mpwu n3yueHun pasnnyHbix pexrnmos fosnposaHua NKC N.J. Crabtree n coasT. [14] 06-
Hapyxwunu, uyto manbunkm ¢ M, npuHmumaswme NKC exkefHEBHO, Kak NPaBuo, AoNblue
HaXoAUNINCb B MOABUXKHOM COCTOAHMN, HO Y HUX Yallle Habnodanucb nepesiomMbl MO3BOH-
KOB, a TaK»Ke OTMeyvasniocb 6onee BblpaKeHHOE OXKMPEHME 1 3HaUMOe 3aMeaJIeHNe pocTa.
Hanpotus, y manbumkos, nonyyaswmx [KC B npepbiBuctoMm pexume (10 gHen npuem /
10 gHelh nepepbiB), ObINO MeHbLUE NepesioMOB, OLHAKO Y HMX OTMevanacb TeHAEHUUA K
6onee paHHen yTpaTe CMOCOOHOCTN K CAMOCTOATENIbHOMY NepefBUXKeHNI0.

306 "Pediatrics Eastern Europe’, 2024, Volume 12, Number 2



0O630pbl 1 Nekuun .
Reviews and Lectures

Ocobblt UHTepec NpefCTaBAAT pe3ynbTaTbl KPYMHOro nccnegoBaHua S. Joseph un co-
aBT. [15], B KOTOpOM Obinn NpoaHanu3npoBaHbl AaHHble 0 832 manbunkax ¢ MAL. Nccne-
[0BaHMe NokKasasno, Yto y Mmanbumkos ¢ M[] obuasa yactota nepenomMoB B 4 pasa Bbille,
yeMm y 3[,0POBbIX MaJIbYMKOB, @ CaMblil BbICOKMI YPOBEHb NEPeioMOB 1 HanbosbLuasn cTe-
neHb 3aflepKn NMMHeNHOro pocta Habnoganucb Ha doHe exxenHeBHOro nprema gedna-
3aKkopra [15]. PaHee cumTanoch, uto edna3akopT OKa3biBaeT MeHbLIee HebnaronpuaTHoe
BO3[eNCTBME HAa MUHepPasbHYI0 NAOTHOCTb KOCcTn (MITK) B cpaBHeHUU C NpefHM3010HOM
VAN METUIMPELHN30HOM [6].

B petpocnektnsHom nccnepgosanmm C. Tian n coaBrT. [16], koTopoe Bkntovano 408 geten
¢ MAA, nonyyaswmx MKC, ycTaHOBIEHO, YTO PacNpPOCTPaHEHHOCTb NepesioMoB Nporpec-
CUBHO YBENMYMBAETCA C BO3PAaCTOM MO Mepe yxyAleHuns geuratenbHon dyHkumn. O6wan
pacnpocTpaHeHHOCTb nepenomMoB B Bo3pacTte 5, 10 n 18 net coctaBuna 16,5%, 37,4% wn
83,3%, a pacnpocTpaHeHHOCTb NepesioMOB NO3BOHKOB B TOM »Ke BO3pacTe cocTaBuia
4,4%, 19,1% wn 58,3% cooTBeTcTBEHHO. YacToTa BbifiBNeHuA Hu3kon MK (Z-kputepuin
MK <-2,0 SD) Takke yBenmumsanacb C BO3pacToOM 1 BapbupoBana B 3aB1NCUMOCTU OT pe-
rMoHa nccnefoBaHumsA.

Ba)kHO 06paTUTb BHMMaHWE Ha KMHUYECK/Ee NOCefCTBUA N OCSIOKHEHMWA Nepeno-
MOB. TaK, nepenoMbl NO3BOHKOB NP OTCYTCTBMM JIEYEHNA OCTEONOPO3a MOTYT NPUBECTU
K BO3HMKHOBEHMIO XpOHUYeckolr 6onm B cnuHe 1 aedopmauv No3BOHOUHMKA. Kpome
TOrO, YUMTbIBAA NPOrpeccrpyoWwmnin XxapakTep MMONaTnn, NOBbILLAETCA PUCK NOCNeayto-
LMX NepenioMoB B COYeTaHUM C OTCYTCTBMEM BO3MOXHOCTWN CMIOHTAHHOrO pa3spelleHuns
ocTeonopo3sa. [epenomMbl ASIMHHbBIX KOCTEN HUXHMX KOHEYHOCTE MOTYT Bbl3BaTb Heobpa-
TUMYIO NPeXAeBPeMEHHYI0 MOTepto crnocobHoCcTy nepeasuratbea [5, 6, 12]. B pepkux cny-
Yyanax nepenoMbl ASIMHHbIX KOCTEN MOTyT NPUBECTU K NeTasibHOMY NCXOAY 13-3a pa3BuTuA
CUHIPOMa XMPOBOW SMOONNN — OCNIOXKHEHME, KOTOPOE YacTo He AnarHoCTUpyeTca nocne
nepenoMoB 1 MNPOABNAETCA HapyLeHNeM CO3HaHUA, AblXaTeNbHON HEAOCTaTOYHOCTbLIO U
KOXHbIMU BbiCbiNaHusamm [17, 18].

B OAKTOPbI PUCKA OCTEOMOPO3A MPU MbILWEYHOW ANCTPOOUN
AIOWEHHA

Bepywmun dpakTopamm pucka pa3sutus octeonopo3sa npu M AsnaTca nporpeccu-
pytoLias MronaTus, MPUBOAALLAA K CHUXKEHMIO MOOUNBHOCTM NaureHTa (BNIOTb JO No-
HOI1 ero 06e3aBMXEHHOCTM), U AnuTenbHas Bbicokogo3Haa NKC-tepanus [11, 12]. Mo mepe
nporpeccnpoBaHmnA 3a601eBaHNA MbllLieYHaA CTAabOCTb MOXKET NPUBOAUTbL K YaCTblM Ma-
LEHVAM, KOTopble yBennumBatoT 1 6e3 Toro BbICOKMI pUCK nepenomoB. HegoctatouHoe
notpebneHve Kanbuma n geduunt ButaMmmHa D OTHOCATCA K AOMONHUTENIbHBIM paKTopam
pUCKa HapyLUEHWI KOCTHOM MUHepanu3aLn.

Heckonbko natodr3nonornyeckmx MexaHn3amoB MOryT Crnoco6CcTBOBaTb YXyALEHMO
COCTOAHNA KOCTHOW TKaHW y nauneHTos ¢ MO [19]:

B nporpeccupyioLlan MbllleyHas cnabocTb;

= >5(deKTbl LUTOKMHOB, BbICBOOOXKAaeMbIX B pe3ynbraTe BOCMANUTENIbHOW peakumn B
MblWwLax npu geduunte QUCTPOPUHa;

aKTUBALNA OCTEOKNACTOreHe3a 3a CYeT U3MEHEHUA MbILLEYHOIO MeTabonn3ma;
HekenaTtenbHble peakumn npu npumeHeHumn NKG;

BNVAHWE MMMOOWIM3ALMN Ha TOMeOCTa3 KallbLMA B KOCTHOW TKaHW;

pedununt ButammHa D.
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I'KC oka3biBaloT pasHoobpa3Hoe NpaAMoe 1 OnocpefoBaHHOE BO3AENCTBME Ha MUHE-
panu3auunio KOCTHOM TKaHu. lMpAmoe BNuAHKE CBA3aHO C HEMOCPeACTBEHHbIM BO3ael-
ctBmemM NKC Ha KNeTKn KOCTHOWM TKaHW: ocTeobnacTbl, OCTEOLMTbI, OCTEOKNACTbl. Ha ¢oHe
npuema NKC noTepa KOCTHOM Maccbl NpoucxoauT B Ase ¢asbl [20, 21]:

B ObicTpas (paHHAA) Ppa3a — cBA3aHa C NOBbILLEHHOW pe3opbLren KOCTK 3a CUeT CTUMY-
NALMM OCTEOKNACTOreHe3a 1 NoBbILLEHUA aKTUBHOCTN OCTEOKACTOB (PaHHWUI TpaH3u-
TOPHbIN 3 EKT); NPONCXoanT B NepBble MecALbl edeHuns MKG;

B MeaneHHas (no3pHaAs) ¢asa — obycnoBneHa CHUXKeHMEM KocTeobpa3oBaHMA 3a cueT
nofaeneHmsa octeobnactoreHesa, UHrMbMpoBaHuA AnddepeHUNPOBKN 1 GYHKLMO-
HaNbHOWM aKTUBHOCTM OCTEO6NacTOB, a TakXKe CTMMYyNAUMK anonTo3a octeobnacToB
N ocTeoumnToB (gonroBpemMeHHbIn 3¢deKT). 3T 3dpdekTbl TKC Ha ocTeobnactbl u
0CTeoLMTbl MOTYT OblTb MPUUYNHON HEMPONOPLMOHANBHON NOTEPU NPOYHOCTN KOCTEN
Mo CpaBHEHMIO C KOCTHOW MacCoW, B pe3yfbTaTe Yero nepesioMbl MOryT BO3HMKaTb
Jaxe npu HopmanbHom ypoBHe MIK. TKC npexae Bcero nopaskatot TpabeKynapHyio
KOCTb, UTO NPUBOANT K NMOBbILLEHHOMY PUCKY OCTEOMOPOTMYECKNX NEePESIOMOB Tes No-
3BOHKOB. Heobxoaumo fo06aBuTb, uto Npu gnutenbHom npreme NKC npemmyLecTseH-
HO HabntopaeTca nofdasnieHVe KOCTeobpa3oBaHWA, B OTAIMUME, HAaNpUMep, OT Takux
COCTOAHUI, KaK rMnepnapaTnpeos nnm nocTMeHomnaysasbHbli OCTEOMNOPOo3, NP KOTO-
pbiX AOMUHMpPYeET pe3opbuma koctu [21].

OnocpepoBaHHoe BnvAHMe TKC Ha KOCTHYO TKaHb 00YCNOBNIEHO CHUXKEHMEM KuLLey-
How abcopbunn Kanbuma 1 yBEeNMYEHMEM €ro MOYEYHON SKCKpeLnn; yCKopeHnem Kata-
6onusma 25-rugpokcusmtammna D [11]; HapyLueHnem ceKpeummy U akTUBHOCTU FTOPMOHOB,
perynupyoLmx KOCTHbIE 06MeH, npexie BCero ropMoHa pocTa, MHCYIMHONOZOO6HOro
¢dakTopa pocta-1 1 NONOBbLIX FOPMOHOB [21].

HeraTtuBHble adpdekTbl TKC-Tepanum Ha KOCTHYIO CUCTEMY OCOOEHHO BbIpakeHbl y fe-
Ten B nepuog pocta. [KC BO3AeNCTBYIOT Ha NIACTUHKY poCTa KOCTeW, HapyLlasa NpoLecchl
bopMMpoBaHNA KOCTHOM TKaHW 1 NPUBOAA K NOAABNIEHNIO POCTa KOCTEN B ANNHY, TEM Ca-
MbIM BbI3blBasA 3aMefJieHne IMHeNHoro pocTa pebeHka [14]. CteneHb 3afepKKu pocTa y
Manbunkos ¢ M} 3HaunTenbHO BapbypyeT U 3aBUCKT OT NPOJOIIKUTENIbHOCTY NpremMa
IKC, pexuma fo3npoBaHUA (exxefHEBHO UAY NPEPLIBUCTO) U KOHKPETHOIO JIeKapCTBEH-
Horo npenapata (npegHu3onoH unu gednasakopt) [5, 14]. Kpome Toro, y 60nbWNHCTBA
nogpoctkos ¢ ML Ha ¢poHe exxeaHEBHOrO Npuema BblCOKUx o3 NKC HabntogaeTca 3a-
Llep>Ka MONOBOro CO3PEBaHUA, UTO TakKe OKa3blBaeT HeraTMBHOE BNMAHME Ha Mpou-
HOCTb KocTeMn [5].

NccneposaHue K. Phung n coaBT. [22] nokasano, uto naumeHTbl ¢ MO, nmetowwme ne-
penomMbl MO3BOHKOB, ObINN HMXKE POCTOM, UMeNy B aHaMHe3e 6onee annTeNbHbI Npuem
IKC, 6onbluee OTCTaBaHWE KOCTHOro Bo3pacTa W 6onee HM3KMe nokasaTtenu MIK nosc-
HWYHOrO OTAeNa N03BOHOYHMKa. B gpyrom nccnegosanmm N.J. Crabtree n coasT. [23] 6b110
ob6HapyxeHo, uTto y Manbumkos ¢ MAL npu yTpaTe CNocobHOCTM K CaMOCTOATENIbHOMY
nepenBrXeHNI0 NPOUCXOANUT 6osnee BbicTpas NoTepsa KOCTHOWM MacChl, 0COOEHHO B AMC-
TaJIbHOM YacTn 60nbluebepLOBO KOCTH, MO CPABHEHMIO C Manbymkamu ¢ MAL, koTopble
NPOAOMKAIOT NepeaBuratbCa, HECMOTPA Ha oAnHaKoBoe Bo3aencTame Ha Hux TKC. Pe-
3ynbTaThbl AJaHHbIX UCCeA0BaHUA MOTYT ObITb UCMOMb30BaHbI AA BbIABIEHNA NaLNeHToB
¢ M, koTopble HaxoaATCA B rpynmne ¢ 6oee BbICOKMM PUCKOM Pa3BUTUA OCTEONOPO3a 1
HY>KAaloTCA B ycuneHnn NnpodunakTmyecknx 1 nevebHbIX MeponpuaTun.
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B JVWATHOCTVKA U NEYEHWE OCTEOMOPO3A MPV MbILLEYHON
ANCTPOOUN OIOWEHHA

MNMockonbKy Ha3HauyeHre MKC ctaHoBUTCA BCe Gonee pacnpoCcTpaHeHHbIM KOMMNOHEH-
TOM fiedeHus MM, BHUMaHWe K paHHeN NPodUnakTKe, ANarHOCTUKE 1 JIeYeHNIo OCTeo-
nopo3a ABNAETCA BaXKHbIM KOMMOHEHTOM MyIbTUANCLMNANHAPHON NOMOLLM NaumeHTam C
MI[J. MexpyHapoZHOW rpynnoi 3kcnepToB No BegeHuto nauueHtos c M4 8 2010r. 6binm
pa3paboTaHbl 1 ONy6NMKOBaHbI NepBble MeXAyHapoaHble MUHUMaNbHble CTaHAAPTbI Me-
AnumHCcKor nomolm npv MAL [24, 25], kotopble B 2018 1. 6b1511 06HOBAEHbI 11 OMNOJSTHEHDI
[1,6,7].BobHOBNEHHOM PYKOBOACTBE OCHOBHbIM M3MEHEHMEM B MPUHATUMN KITUHUYECKUX
peLleHnn B OTHOLLEHWI KOCTHOIO 30POBbA B CPaBHEHUN C NPEXHeN Bepcrnen ABnaeTca
NPUOPUTET BbIABNEHNA NepPesoMOB NMO3BOHKOB nepep oueHkon MK (paHee pekomeH-
[0Banocb NpPoOBOAWTL BU3yanu3aLmio MNO3BOHOUYHMKA TONIbKO MpY Hanuumm Kudosa nnm
6onel B cnuHe). CoBpeMeHHbIN Noaxo CPOKYCMPOBaH Ha ANArHOCTUKE U IeYeHUN CaMbiX
paHHVX NepesioMoB, BKJIlOYas NepesioMbl MO3BOHKOB, C Liefbio NpefoTBpaLleHus nocne-
LyIOLMX NepesioMoB, Tak Kak nayneHTtbl ¢ MA[], yunTbiBaa Nnporpeccmpyowmin xapakrep
3aboneBaHuA 1 gnutenbHyto KC-Tepanuio, UMEOT OrpaHNYeHHbIV NOTEHLMaN CNOHTaH-
HOTO BbI3LOPOBNEHNA OT OCTeonopo3a [6].

CornacHo OOGHOBNEHHbIM MeEXAYHapPOAHbIM PEKOMEHAALUAM B BefieHUN pebeHKa ¢
M/ c akueHTOM Ha COCTOAHUM KOCTHOM TKaHW BblaenaAT 3 3Tana [6]:

B MOHUTOPVHI COCTOAHMA KOCTHOM TKaHW 1 AUarHoCTrKa OCTe0Nnoposa;
B jleyeHMe ocTeonoposa: dpasa ctabunmsayuny;
B fleyeHMe OCTeonoposa: noafepxuBaiollan dasa.

MOHUTOPVHI COCTOAHNA KOCTHOI TKaHU 1 ANarHOCTUKa ocTeonoposa

Llenb faHHOro sTana — BbiAB/IEHWE OCTEOMNOpOo3a Ha paHHel, a He Ha Mo3jHeln CTa-
o1 3aboneBaHunA, UTO NMO3BOMAET aKTUBU3MPOBATbL CTpaTernu, npefoTepallatoLlme ero
nporpeccnpoBaHue [6, 26]. MOHUTOPUHI PeKOMEHAOBAHO HayaTb BO BPEMsA NMOCTaHOBKM
anarHosza M vinu no KpanHe mepe He no3gHee Havana npumeHeHnsa N'KC. OCHOBHble
peKoMeHAALMUM MO MOHUTOPWHIY COCTOSIHUA KOCTHOW TKaHU U AArHOCTMKE OCTeoNopo3a
M310KeHbl B Tabn. 1 [6].

[iByxaHepreTnyeckas peHTreHoBcKaa abcopbunomeTpusa ([PA) sBnsetca Hambonee
LUIMPOKO MCNOJb3yeMbiM MeToaoMm oueHkn MIK Kak y B3pocnbix, Tak 1 'y geten [27, 28].
CnepgyeT nofuyepKHyTb, UTO AMArHO3 «OCTEONOPO3» Yy AeTell He MOXeT ObiTb YCTaHOBEH
TOMbKO HAa OCHOBAHMU pe3yfibTaToB AeHCUTOMETpUYecKoro nccnegosarms. CornacHo Odu-
UManbHbIM NegraTpryecknm nos3numuam MexagyHapoaHoro oblectsa KNMHUYECKON AeH-
cutomeTpun (International Society for Clinical Densitometry, ISCD) [29], ansa Bepudunkauun
0CTeonopo3a Takxe TpebyeTcsa Hannume KNMHMYECKN 3HaYMMOro aHaMHe3a nepenomMos.

B cootBeTcTBMN € nonoxeHnamun ISCD, coBpemeHHOe onpefeneHrie octeonoposa y
JeTeln BKoYaeT oguH 13 Kputepues [29]:

B BbIAB/IEHVE OLHOMO UK 6onee KOMMPECCMOHHOIo nepenoma rno3BOHKOB Mpu OTCYT-
CTBUM JIOKaJIbHOIO MNATONOMMYECKOro NpoLecca UamM BbICOKOIHEPreTUYeCcKon TpaBMbl
(He3aBucKMMoO OT nokasaTenen MIK);

B Hanunuyme KINMHUYECKM 3HAUYMMOro aHaMHe3a NepesiomoB B codeTaHuu ¢ H13Kkom MIK
(Z-kpuTepuin MINK <-2,0 SD). Mpn 3TOM KNUHMNYECKN 3HAYNMMbIM aHaMHE30M Nepeno-
MOB MPUHATO CYMTaTb [iBa 1 Honee nepenoma AJIMHHbIX KOCTel B Bo3pacTe o 10 net
unu Tpy 1 6onee nepenoma ANNHHBIX KOCTel B Bo3pacTe Ao 19 ner.
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Ta6nuua 1
PekomeHpaLuyi MO MOHUTOPUHIY COCTOAHUA KOCTHOI TKaHN 1 ANarHoCcTuKe ocreonoposa npu MAA
Table 1
Recommendations for bone health monitoring and diagnostics of osteoporosis in DMD
UccnepoBaHune YacroTta nposefeHusn | MpumeyaHune
Mpu KaxaoM Mpu Hannuumm 6onen B CNHe NOKa3aHO NPoBeAeHNe
Hannuue 6oneit B cnvHe cheu.leHl/ll/l peHTreHorpadun rpygHoro 1 NOACHNYHOTO OTAENOB
NMO3BOHOYHMKa B GOKOBOI NPoeKLnm
Mpu BbIABAEHNI NO KpalHen mepe 0AHOro
Mpw KaxkaoM ManoTpaBMaTUYHOrO nepesioma No3BOHKa Umn
AHaMHe3 nepesiomos p LJIMHHOWN KOCTY CrielyeT HanpaBuTb K CrieLynanvcTy no
noceLeHnn

0CTeonopo3y A PeLleHns BONpPOoca O HazHaueHnn
6ucdocdoHaToB

MoTpebneHmne Kanbyms n
BUTaMuHa D

Mpu nepsom
noceleHu, fanee —

Ecnun noTpebneHne KanbLuysa HEAOCTaTOUHO,
HeobxoAMMOo 0becneunTb COOTBETCTBYIOLLEE

KpoBsu (Kanbuuin, pochop,
wenoyHaa pocoarasa,
MarHui), napaTmpeoungHbin

nocelieHnm, panee —
Nno MeANLNHCKM

1 pa3Brog noTpe6neHve C Nuwe 1/vny NpenapaTamy Kanbuus
Mpwn nepsom
YposeHb 25(0H)D B ngcemeamm nanee - Llenb: cBoeBpemeHHoe neyeHve geduunuta/
CbIBOPOTKE KPOBMU ! HeAoCTaTOYHOCTH BUTammnHa D
1 pa3Brog
BrioxvmMuyecknin aHanms
Mpu nepsom

PekomeHO0BaHO McCnefoBaHVe JaHHbIX
6UOXMMUYECKIX NMAaPaMETPOB KPOBY Npu
HeobxoanmMoCcTu

PeHtreHorpadus rpyaHoro
1 NMOACHWYHOTO OTAENOB
NO3BOHOYHMKa B BOKOBOW
npoeKkyun

rocelieHun, janee
Ha ¢oHe nprema NKC -
Kaxgble 1-2 roga,
ec/iv He nosnyyvaet

nokasaHuAM
ropMOH
[IByxaHepreTuyeckas Mpw cHuxxeHun Z-kputepua MK Ha =0,5 SD npwu aByx
peHTreHoBCKasn Mpwv nepsom nocnefoBaTeNibHbIX M3MEPEHUAX, MPOBEAEHHbIX C
abcopbunomeTpus noceLyeHu, aanee — VHTEpBanom =12 mecALeB, MOKa3aHoO NpoBeAeHNe
NOACHWYHOTO OTAeNa 1 pa3Broa peHTreHorpadum rpyAHOro 1 NOACHNYHOrO OTAENOB
NMO3BOHOYHMKa MO3BOHOYHMKa B OOKOBOI NMPOeKLnm

Mpwn nepsom

Mpy HanUUK NO KpaHe Mepe OLHOrO KINMHUYECKIN
3Ha4YMMOro nepenoma No3BOHKa cieayeT HanpaBnTb K
CrneuuanmcTy no oCTeonoposy AnsA peLieHns Bonpoca
0 Ha3HayeHun bucpocpoHaTtos

[KC - kaxngble 2-3 rofa

B HacToALLee BpemsA, HECMOTPSA Ha BK/toUeHMe pe3ynbTaTta oueHkn MIK B onpenene-
HMe AeTCKOro 0CTeonopo3a, ee Posb OCTaeTCA AUCKYCCUOHHOW. besycnosHo, y pebeHka ¢
MA[ sbiasneHne HM3kon MIK noBbiwaeT BEPOATHOCTb Pa3BUTUA OCTEOMNOPO3a, OAHAKO
CHUXeHue Z-nokasatenen MIMK moxeT HabniofaTbCA TakxKe B pe3ynbTaTe HeJOCTaTOYHOM
CKOPOCTU JINHEMHOrO POCTa U 33aflePKKK MONIOBOr0 CO3peBaHuA, HepefKo Habnopgae-
Mbix Ha ¢oHe npuema MKC [11, 26], no3ToMy Npu UHTEpNpeTaunn pesynbTaToB feHCUTO-
METPUYECKOro UCCNefoBaHMA HeoOXoAMO MPUHUMATb BO BHUMaHWE He TOJSIbKO Mon 1
BO3pacT pebeHKa, HO TaKXe ero PocCT, KOCTHbIN BO3pacT 1 nybepTaTHbIn cTaTyc. BmecTte
C Tem, cornacHo nonoxeHuam ISCD [29], Hannune Z-kputepua MIK 6onee -2 SD He nc-
KtoyaeT BO3MOXHOW XPYMNKOCTU KOCTEN CKefleTa 1 MOBbILEHHOro pUcka nepenoma, 4to
nofuepKnBaeT BaXKHOCTb Pacno3HaBaHNA NepenomoB NMO3BOHKOB, KOTOpPble MOTYT NpPo-
TekaTb 6€CCMMNTOMHO UKW NPUCYTCTBOBATL Aake npu HopmanbHown MIK. Mpu MAL Ha-
nuyre xoTa Obl OAHOrO HU3KO3HEPreTMYeCcKoro nepenoma AANHHOM TpybuaTol KocTw,
paxe npu Z-kputepum MIMK 6onee —2,0 SD, MoXeT yKa3blBaTb Ha XPYMNKOCTb KOCTEN, UTo
CTaBUT NOJ COMHEHMWe WCMONb30BaHWE MOPOroBoro 3HaueHua Z-kputepua MIMK ana
onpefeneHnsa ocTteonoposa y 3TOW KOropTbl naumeHToB [5, 6]. Hu3KosHepreTnyecknin
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(ManoTpaBmaTUyHbIN) Nnepenom 6efpeHHON KOCTH 06bIYHO ABNAETCA 0UYeBMAHbBIM UHAU-
KaToOpOM XPYMKOCTW KOCTE, HO B YCIIOBMAX NOCTOAHHOIO BbICOKOIO prCKa Aake OANHOY-
HbI MepesioM nieyeBo KOCcTu nnu 60nbLuebepLoBO KOCTU MOXKET CUrHaNIM3nPoBaTb 06
octeonopo3se [11]. MpnHMMana BO BHMMaHWeE BbICOKMI pUCK Nepenomos npy MO, mexay-
HapOAHbIN KOHCOPLIMYM SKCMEPTOB NPULLEN K BbIBOAY O TOM, UTO y NaumneHTos ¢ MO He
cnepyeT JOXMAATbCA MHOMECTBEHHbIX MEepPenoMoB ANIMHHbIX KOCTEeN K onpeaesieHHOMY
BO3pacTy, Mpexae YeM ANarHoCTUPOBaTb OCTeONopo3. BoiaBneHune y pebeHka c MO/ oa-
HOro MafioTPaBMaTUYHOrO nepesioma Mo3BOHKa UM nepenoma AVHHON KOCTU MOXeT
CBMAETENbCTBOBATb O Pa3BUTUM OCTEONOPO3a 1 HEOOXOAMMOCTN PACCMOTPEHNMA BOMPOCa
0 Ha3HauyeHun 6ucpocpoHaTos (D) [6].

Tem He meHee, HECMOTPA Ha TO YTO AEHCUTOMETPUYECKME NoKasaTenn He ABNAAITCA
NPUOPUTETHLIMK B AUArHOCTMKe ocTeonoposa y getert ¢ MA[l, oHn no-npekHemy ocTa-
I0TCA Ba’KHbIM KOMMOHEHTOM KOMMEKCHOW OLLEeHKIN COCTOAHUA KOCTHOW TKaHW 1 nones-
Hbl ANA onpeaeneHna obuen TpaekTopun nmeHeHna MIMK npu cepuiiHbIX N3MepPEHUAX
B AVHaMUKe [6], N0O3BONAA CBOEBPEMEHHO BbIABMATb UCTUHHYIO MOTEPIO KOCTHOW Macchbl
(noTepsa abCoNOTHOro Coep>kaHnA MUHEPANOB B KOCTY NPU CHUXKeHUK Z-Kputepua MIK)
WM HEeCNOCOBHOCTb HapaLyMBaTb KOCTHYO MacCy C HOPManbHOWM CKOPOCTbIO (CHUMXeHne
Z-kputepua MIIK) [26]. Kpome Toro, BbifiBneHne CHKeHNA Z-kputepua MIMK B noAcHNY-
HOM oTfesie N03BOHOYHKKa Ha =0,5 SD npu gByx nocnegoBaTenbHbIX AEHCUTOMETPUYE-
CKMX U3MepPEeHUAX, NPOBeAEHHbIX C NEPUOJNUYHOCTbIO =12 MecALeB, ABNAETCA NOKa3aHW-
eM AnA BM3yanm3auuy No3BOHOUYHKKa B GOKOBOW NpoeKumu (C Lenbio paHHEero BbisABe-
HMA 6eCCUMNTOMHbIX NMepesioMoB NO3BOHKOB) [6]. CnefyeT 06paTuUTb BHUMaHMWeE, YTO 1A
Hanbonee TOUHOW oueHKUN ArHaMuKn MIK ckaHMpoBaHMe JOMKHO BbIMOMHATLCA Ha Of-
HOM 1 TOM e AeHCUTOMEeTpeE.

B cootBeTcTBUYM C pekomeHgaumamMm ISCD y 6onbluMHCTBa NegmaTpuyeckmnx naumeH-
TOB Haubornee npefnoyTUTENIbHbIMK YUYacTKaMu cKeneTa («perroHamMun uHTepeca») ans
nposeaeHua [PA ABNATCA NOACHWYHbIV OTAEN MO3BOHOUYHMKA 1 BCe Teno 6e3 yueTta Ko-
cTein yepena [29]. OgHaKo B HEKOTOPbIX C/TyYasx 13-3a Npobsem C No3nLMOHMPOBaHEM
pebeHKa (NoABMMHOCTb BO BpPeMA MUCCIef0BaHWA, TMNEPKUHE3bI, HAaNMUMe KOHTPaKTyp
W/VnNn TAXKENOro CKONMo3a) CKaHMPOBaHMe B 3TUX pervoHax ObiBaeT 3aTpyfHeHo. B 3a-
BMCUMOCTY OT KJIMIHUYECKOW CUTYaLMmM U NPW YCIOBUN Hannuna afeKkBaTHbIX pedepeHT-
HbIX 6a3 AnA feTCKor nonynAuMn pekomMeHLOoBaHO NpoBefeHre AeHCUTOMETPUYECKOTO
NCCneaoBaHUA anbTepHaTMBHBIX YYaCTKOB CKeleTa, TakKUX Kak MPOoKCUManbHbI oTaen be-
LPEHHON KOCTW, NnaTepanbHO-ANCTaNbHbIN oTAen 6efpeHHON KOCTU U AUCTaNbHbIN OTAeN
npegnneyba (33% oT NPOTAXKEHHOCTM NyyeBon KocTu) [29].

CnegyeT nogyepkHyTb, YTO KIKOYEBbIM [MarHOCTUYecKUm npusHakom [KC-
0CTeonopo3a, He3aBMCMMO OT nokasatenen MIIK, ABNAOTCA nepenombl TeNl NO3BOHKOB,
KOTOpble HepefKo NpoTeKalT 6eCCMMNTOMHO, MOSTOMY ANA PaHHErO X BbIABNEHUA Lie-
necoobpasHo npoBefeHne C onpeaesieHHON NePYOANYHOCTBIO PYTUHHON Br3yanu3auum
NO3BOHOYHMKa [6, 11, 26]. YunTbIBaA, UTO Npour3oLuewmne nepenomMbl NO3BOHKOB ABNAIOT-
CA NPeAnKTOPOM HOBbIX MEePENOMOB, iaXe eCi NepBOHavYasbHble NepenomMbl NO3BOHKOB
OblIN NErKNMK NN 6€CCUMMNTOMHbBIMW, CTAHOBUTCA OYEBUAHBIM, UTO B YC/IOBUAX OTCYT-
CTBUA PErynapHOro CKpPMHMHIa M MOHUTOPUHIa NepesioMbl YacTo OCTAlOTCA Hepacnos-
HaHHbIMM, YTO MOXKET NPUBECTU K HeobpaTMon fedpopmaumnmn Nno3BOHOYHMKa [6, 26—28].

B KnuHmueckom npakTuke ONA BbIABNEHMA NEPESIOMOB MO3BOHKOB MPUMEHAIOT-
CA CTaHfapTHaA peHTreHorpadwusa, [PA, MarHUTHO-pe3oHaHcHas Tomorpadua (MPT)
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n KomnbtoTepHaa Tomorpadua (KT). Pasnuuma mexagy 3TMnM meTogamu BU3yanm3aumu

CBA3aHbl C O30 06yYeHs, JOCTYNMHOCTbIO, CTOUMOCTbIO 1 YA0O6CTBOM ANA NaumeHTa.

Haunbonee pacnpocTpaHeHHbIM METOAOM BM3yanM3aLmy NO3BOHKOB ABNAETCA PEHTIEeHO-

rpadus rpyaHoOro v NOACHUYHOIO OTAENOB MO3BOHOYHKKa B 60K0BOM NpoeKumn. OgHako

B NocnefHee BpeMs BCe Yallle ANA OLEHKN COCTOAHMNA MO3BOHKOB NCMONb3YyeTCA peHTre-

HoBCKasA MopdomeTpusA B pamkax pyTuHHo [IPA. CoBpeMeHHble MOAENy KOCTHbIX fieHCU-

TOMETPOB OCHaLLEeHbl AOMONHUTENbHON dyHKLMeN ObICTPOro nonyyeHusa n3obpaxeHus

no3BoHoyHuKa (Vertebral Fracture Assessment — VFA, oLieHKa nepesioMoB MO3BOHKOB),

Nno3BonAoLEeN OQHOMOMEHTHO BU3Yyann3nMpoBaTb rPYAHON U MOACHUYHBIA OTAENbl No-

3BOHOYHMKA (Th4-L4). BoamoXHOCTb nonyyeHus n3obpaeHna ogHOBPEMEHHO C M3Me-

peHnem MK npy 3HauMTENbHO MEHbLLERN Ny4yeBO Harpy3ke, Yem Npu peHTreHorpadum

NO3BOHOYHMKA, 1 NPU MeHbLIMX 3aTpaTax genaet VFA npegnoytutenbHbIM METOLOM Bbl-

ABIEHNA NepesioMOB MO3BOHKOB Y AeTel, 0COOEHHO y Tex, KTO B npoLiecce AUHamuye-

CKOro HabnofeHNA Hy>KAaeTcA B BbINOIHEHNN CEPUNHbBIX PEHTFEHOrPaMM NMO3BOHOYHMKA

[27, 30]. CnepyeT oTMeTUTb, UTO HU KT, HU MPT He nokasaHbl AnsA pyTUHHOro HabnogeHnA

N ANArHOCTUKM OCTEOMOPOTUYECKNX NEPESTIOMOB NMO3BOHOUYHMKA Y AeTeil, 0HAaKo OHN MO-

ryT paccMaTpuBaTbCA B KauecTsBe [OMOJSIHUTENbHbIX METOLOB Npu nposeaeHun audde-

peHumnanbHON guarHocTukmy [27, 28].

CornacHo pekomeHgaumam ISCD [29], anAa oueHKn NepenomMoB MO3BOHKOB Y AeTen
peKoMeHA0BaHO 1CMONb30BaTb MONYKONNYECTBEHHbIN MeToh Genant, Npy KOTOPOM TA-
XecCTb nepesioma onpegenaeTca BU3yasbHO MO CTEMEHU CHUXKEHMWA BbICOTbl MO3BOHKA 1
ero Mopdponornyeckrx nsmeHeHui (cM. pucyHok). CornacHo knaccudmkauymm H.K. Genant
BblaenstoT [31]:

B HOpManbHbIN HeaedOPMUPOBAHHDI NO3BOHOK (0 CTeneHb);

B nerkyto gepopmauuio (nepenom 1-in CTeneHmn) — CHUKEHME BbICOTbI NMepeaHero, cpes-
Hero n/vnv 3agHero otaena No3BoHKa B AnanasoHe 20-25%, a nnowagb ero nosepx-
HOCTW YMeHbLuaeTcA Ha 10-20%;

B ymepeHHyto fedopmauyio (Mepenom 2-i CTeNeHM) — CHUXKEHME BbICOTbI 1I0O0ro oTaena
No3BOHKa cocTasnAeT 25-40%, a nnowajb Tena No3BOHKa ymeHbluaeTcs Ha 20-40%;

= Taxenylo fgedopmaumio (Mepenom 3-i cTeneHun) — CHUXKEHUe BbICOTbI Ntoboro otaena

No3BOHKa 1 nyiowwaan 6onee yem Ha 40%.

Ha 3Tane MOHUTOpKHIra HeO6X0AMMO NPEANPUHATL KOHCEPBATUBHbIE LWaru aas nog-
LeprkaHnAa obLero 300poBbA KOCTEN, BKOYaA ONTUMK3aLMI0 NOTPe6eHNs KanbLma 1
BuTaMuHa D, nopgpepkaHne dusnyeckom akTMBHOCTM, 06CyXAeHWe cTpaTernii NpeaoT-
BpaLleHnA NageHnin n APYrMx HeCcYacTHbIX ClyyaeB, Tak Kak No Mepe NporpeccrpoBaHmsa
3aboneBaHns naumeHTbl ¢ M CKNOHHbI K NageHnsiM, 0COOEHHO Korfa OHW HaunHalT
TepATb CNOCOBHOCTb K CAMOCTOATENBHOMY NMEePefBUKEHNIO, YTO YBeNMYMBaeT 1 6e3 Toro
BbICOKUI pUCK NepenioMoB [6, 7, 12]. B uensax gnarHoCcTnku Butamud D-gedpuumntHbIx co-
CTOAHWI, @ TaKXe AN1A peLleHna Bonpoca O Hayane, JO3UPOBaHWN, AJINTENbHOCTY, KOH-
Tpone 6e3onacHOCTM 1 3dPeKTUBHOCTM NeYeHna npenapatamy ButammHa D asnaetca
06s3aTeNbHbIM NabopaTopHoe onpeaeneHne obulero 25-rmgpokcnsrtammHa D B cbiBo-
poTKe KpoBwu. [ogaepaHve onTMManbHOro ypoBHA ButammHa D (30-50 Hr/mn) Ha npo-
TAMKEHMN BCETO XKM3HEHHOTO UMKNa naumeHToB ¢ M nonoXmMTtenbHO BUAET Ha TeYeHMe
3aboneBaHVA 1 KaueCcTBO VX XM3HW, B TOM UnCTe Npefynpexaan pa3BuTre oCcTeonoposa,
ocobeHHo noce Havana npuema MNKC [3, 4].
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Hopma
(0 cTeneHb)

KnuHoBMAaHan [lBoAKkoBOrHyTas Hedopmauna
nebopmauus nebopmauus pasfaBnvBaHuA

Jlerkasn
nedopmaums
(1-a cTeneHb)

20-25%

CpepHsasn
nedopmauua
(2-7 cTeneHb)

25-40%

Taxkenasn
nedopmauua
(3-a cTeneHb)

>40%

MonykonnuyecrBeHHanA BM3yanbHanA oLeHKa Aedopmauuii nossoHKos no H.K. Genant
Semiquantitative visual grading of vertebral deformities according to the H.K. Genant

JleyueHune ocTeonopo3sa: pasa crabunusayum

OCHOBHble KNUHMYeCKne Lenu neyeHnsa octeonoposa npn M 3aknoyatorca B BbiAB-
NIEHVM V1 TEYEHUN CaMbIX PAHHUX MPU3HAKOB XPYMNKOCTU KOCTEN, YTOObI COXPAHUTb BbICO-
Ty T€N NO3BOHKOB, MMHUMM3MPOBATb 60J1b B CMUHE 1 NPe0TBPATUTb BO3HUKHOBEHME HO-
BbIX OCTEOMOPOTMUYECKUX NEePenoMOoB [6, 32]. BaXHO oTMeTWTb, YTO Nocsie nepenoma no-
3BOHKa CTeneHb N3MeHeHUA GopMmbl ero Tena (BOCCTAaHOBNEHNE HOPMaNbHbIX Pa3MepoB)
ABNAeTCA GEHOMEHOM, KOTOPbIV 3aBMCUT OT JIMHEHOTO PoCTa pebeHKa 1, crefoBaTtesb-
HO, OOYCNOB/IEH KaK CKOPOCTbIO POCTa, TaK M MOTEHLMANOM OCTaTOYHOIO pocTa pebeHka
[5]. OueBMAHO, YTO MaALMEHTbI C HA3KOW CKOPOCTbIO POCTa UMEKT MEHbLUMA NOTEHUMAnN
0719 BOCCTAHOBMIEHMA HOPMaJsibHbIX Pa3MepOB Te/l MO3BOHKOB, KaK M MaumneHTbl, KOTopble
HauMHaloT JIeYeHMe ¢ 6onee TSKENbIM NepPeioMOM U KOTOPbIe 6/TM3KN K JOCTUXKEHWIO CBO-
€ro oKoHuYaTenbHoro pocta [12].

B meTckoli nonynsAuMu nNpy BbisiBNEHUUN NePesioMOB TeJl MO3BOHKOB, OLIeHVBasi HEO6-
XOAUMOCTb NieyeHusa bO nnm BepoATHOCTb CMOHTAHHOIO BbI3JOPOBEHMA, PEKOMEHA0BA-
HO yuuTbIBaTb TpW acnekTa [27, 33]:

B CTeneHb TAXKeCTN NOPaXKeHNA NO3BOHKOB;
B [OoTeHUMan OCTaTOYHOrO POCTa PeOEHKa;
B TAXKECTb TeKyLW X GaKTOPOB priCKa OCTEONOPO3a M BEPOATHOCTb NX AaSIbHENLLEro COo-

XpaHeHuA.
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Y manbumkos ¢ M1/]] n3-3a HeratuBHoro Bo3aencTeus [KC HabnoaaeTcs 3ameaneHme
pocTa 1 fjaxe ero oCTaHOBKa, MO3TOMY He3aBMCMMO OT BO3pacTa OHM UMEIOT MEHbLUMIA
noTeHUman afa CNOHTaHHOIo BOCCTaHOBEHMA GOPMbI TeST MO3BOHKOB U, ClIeA0BaTENBHO,
npu BbIABIEHNM MEPeIOMOB NO3BOHKOB Hy»KAatloTcA B neyeHun bO [26, 28, 32]. PaHHee
nevyeHne b® npu M nmeeT nepBocTeneHHoe 3HauYeHMe AN1A NOAAEPKaHUA CTPYKTYp-
HOW LieNIoCTHOCTY TeN NMO3BOHKOB, MOCKOJIbKY BMELLIATENIbCTBO, KOTOPOE HauMHaeTcA Ha
6onee No3aHNX CTafMAX, MOXET OKa3aTbCA HeCNMOCOOHbIM NPefOTBPATUTL AabHeNLLYIo
NnoTepto BbICOTbl MO3BOHKOB [5, 26].

CornacHo coBpeMeHHbIM MeXAyHapoaHbIM pekomeHdaumam (2018 1.) y ManbumKoB €
MO Ha3HaueHne BO npoBoanTCA Npu BbiABNEHNN [6]:

B >1 HU3KOTPABMATMUYHOrO CMMNTOMATUYECKOrO Nepesioma No3BOHKa NErKon, cpeaHen
unu Tsxkenon ctenenn (1, 2, 3-a ctenenun no Genant);

= >7 6eccMMNTOMHOrO Nepenoma no3BOoHKa yMepeHHOW Unun TAXKenown ctenenu (2-1, 3-A
ctenenun no Genant);

B >1 HX3KOTPaBMATUYHOIO Nepenoma AANHHbIX KOCTEN.

Takum obpasom, bO npyn M Ha3HauyaloTCA UCKNIOUNTENIbHO B KauecTBe Mepbl BTO-
PUYHOM NPOodUNAKTUKK, T. €. MPUMEHSAIOTCA TONbKO NOCSe NepBOro nepesomMa. B 1o xe
BpPeMsA rpynna 3KCcnepToB No HECOBEPLUEHHOMY OCTeoreHesy 1 [eTCKOMY OCTEONopo3y
WcnaHckoro obljectBa [EeTCKOW PEeBMAToNIONMM peKoMeHAyeT pPaccMOTpeTb Leneco-
ob6pa3HoCTb NpoBeeHua neveHnsa bO y naumeHToB 6e3 octeonopo3sa (T. e. 6e3 nepeno-
MOB) Npu BbifABieHWM HM3Ko MITK B paHHem nybepTtaTHOM nepuoge (TaHHep 2) B crefy-
owmx cnyyvasx [34]:
= npu Z-kputepun MK <-2,5 SD (c TpaeKkTopmnen CHUXeHWA, NOATBEPXKAEHHON KaK

MUHUMYM B ABYX OTAENbHbIX M3MEPEHUAX, MPOBeAEeHHbIX C UHTEPBANOM B OAUH Fof),

€Cnn y NaLneHTa COXPaHATCA akTUBHble GaKTOpPbl pUCKa Pa3BUTNA OCTEONOPO3a;
= npwu Z-kputepum MK <-3 SD (c TpaeKkTopren CHUXeHNA, MOATBEPKAEHHOM Kak MUHU-

MYM B 1BYX OTAENbHbIX N3MEPEHUAX, MPOBEAEHHbIX C UHTEPBANIOM B OAUH FOA), eCnun 'y

nauneHTa 6osblue HET akTUBHbIX GaKTOPOB pUCKa Pa3BUTKA OCTEOMNOPO3a.

B nocnepgHwue rogpl MexpayHapogHasa rpynna no seyeHunto octeonopo3sa npu MAM tak-
e obcyx[aeT BO3MOXHOCTb bonee paHHero HasHauyeHusa bO, Bkntouasa cnyvau, korga y
nauueHTa obHapyeHbl 6eCCMMNTOMHbIE MepesioMbl MO3BOHKOB 1-11 cTeneHun no Genant
WA NPW BbIABNIEHUN MOTEPU BbICOTbI MO3BOHKOB B AMHAMUKe. Takke paccmaTpuBaeTca
LenecoobpasHOCTb MPOBEAEHNA aHTUPE30POTUBHONM Tepanuu A0 MOABEHUA MEPBbIX
nepenomos y nauneHTos ¢ M[l, KoTopble MMEIOT BbICOKUIA PUCK NepesioMoB, Hanpuvep,
Y NauUMeHTOB C KNMHNYECKMM MpU3HaKamu cuctemMHoro Bosgenctaua NKC, Takumm Kak
HU3KWIA POCT, yBENIYEHNe MaccChl Tena, OTCTaBaHMe KOCTHOrO BO3pacTa, a TakxKe Y nauu-
€HTOB C OrpaHNYeHHO MOBUTBHOCTBIO CO CHKeHeM MK 13-3a npeacToALel notepu
CNocobHOCTU K NepeaBukeHuto [35].

B nepuatpuyeckol npakTnke CTaHAAPTOM fleYeHUss OCTeonopo3a ABMAETCA Ha3Ha-
yeHune bO anA BHYyTprBEHHOroO BBefeHMA (MamuapoHaT, 301elpOHOBasA KNCNoTa, Hepu-
ppoHart) [5, 26]. Uctopuueckn Hanbonee yacto ncnonbsyembim BO Obin BHYTPUBEHHDI
naMuppoHaT, OAHaKo B MOC/IefHMEe roabl UHTEPEC BbI3blBAET 30/1e4pPOHOBAsA KMUCNOTa
M3-3a MHOTOYMCNEHHbIX MOKa3aHU MO ee MPUMEHEHMWIO Yy B3pOChblX, BKtouyaa KC-
WHIOYLMPOBaHHbIN 0CcTeonopos, bonee KOPOTKOro BpeMeHn UHGy3um 1 6onbluein npo-
LOMXKUTENbHOCTM AelCTBUA MO cpaBHeHuto ¢ apyrumn bO [26, 36]. NockonbKy B 60nb-
LWUMHCTBE CTpaH Mupa npumeHeHune bO y pgeTtein ocywectensaetca B pexume off-label,
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pebeHKa C 0CTEONOPOTUYECKMMY (HU3KOIHEPreTUYEeCKMMM) NnepesioMmamun gnsa onpege-
NeHnA JanbHenLwen TakTUKM ero BeAeHUA N NeYeHna peKoMeHA0BaHO HanpaenATb B Crie-
LMann3nMpoBaHHbIV LIEHTP K CNeunanmcTy B 06nactu feTckoro octeonopo3sa. b® gomkHbl
Ha3HauyaTbCA Bpayamu-crneymanmuctamm, obnagaownumm 3HaHNAMN O COOTBETCTBYHOLLMX
pexnmax Oo3MpoBaHWA, NPOTUBOMOKa3aHWAX, NOTEHLMANbHbIX HeXenaTeNbHbIX peak-
LMAX U cnocobax Mx NleUYeHUs, a TakKe MEeoLWUMMN ONbIT MPUMEHEHMA STUX NpenapaTos
y neten [5, 6, 12, 26, 28]. BO npn MAL npumeHATCA B CTaHAAPTHbIX ONy6nmMKoBaHHbIX
no3ax [28, 34, 37].

OCHOBHbIMM MPOTUBOMOKA3aHUAMKN Ans HasHaudeHua BO aBnAlTCA runokanbume-
MUA 1 TAXKeNble HapyLweHna GYHKLMM Noyek (pacueTHas CKOpocCTb KnyboukoBow ¢unb-
Tpauun <35 mn/mun/1,73 m?). OgHako y nauneHToB ¢ M 13-3a CHUXKEHUA Maccbl CKe-
NETHbIX MbILL, U3MEepeHMEe KpeaThHNHA B CbIBOPOTKE KPOBWU UK MOYe He ABNAeTCA O0-
CTOBepHbIM MoKa3zaTenem GyHKUUM noyek. B gaHHOW KoropTe MauneHTOB ANA OLEeHKU
bYHKUMOHANbHOTO COCTOAHNA NOYeK nepeq BHyTPUBEHHbIM BBeaeHnem bO npepgnoutu-
TesflbHee 1CNosb30BaThb N3MepeHmne yuctatnHa C, Tak Kak ero ypoBeHb He 3aBMCUT OT Mbl-
weyHom maccol [12, 38, 39].

CnepyeT o6paTuTb BHUMaHWe, YTO BHYTpMBeHHOe BBeeHne bO cBA3aHO c onpepne-
JIEHHbBIM CMEKTPOM HeXenaTeNbHbIX pPeakuuil, Hanbosee YacTo U3 KOTOPbIX ABASETCA
«peakuuns ocTpol dpasbl», NPoABAALWAACA FPUMNONOA0OHBIMY CUMATOMAMM, TAKUMW KaK
NMXopagKa, MManrum, aptTpanrim, 60am B KOCTAX, TOWHOTA U pBOTa. [lJaHHbIe KIMHUYeCKne
CMMNTOMbI 06bIYHO BO3HMKAIOT Ha NepBoe BBeaeHne bO 1 nx gnnTenbHOCTb, Kak Npasu-
no, He npeBbIlWaeT 24 yaca. [na KynupoBaHua ocTpodazoBbIX peakLumnin Ha3HauyaeTca CUM-
NTOMaTMYeCKoe NleyeHre, BKoUatoLLee XKapOonoHMKatoLmne, NpoTUBOBOCMANIUTENbHbIE 1
NPOTMBOPBOTHbIE NpenapaTbl [26, 28, 34]. Kak noka3blBaloT McciefoBaHmA, GakTopom pu-
CKa pa3BUTMA «peaKkLmmn ocTpol dasbl» ABAAETCA HU3KNIA YPOBEHb BUTaMUHa D B cbiBOPOT-
Ke KpoBW, MO3TOMY nepef HazHauyeHnem b pekomeHayeTcsa obecneunTb ONTUMaNbHbINA
ypoBeHb 25(0H)D (30-50 Hr/mn) [40]. CneflyeT OTMETUTb, UTO «peakumna ocTpoi dasbl» y
naumeHToB, KoTopble NpuHUMatoT NKC B TeueHne AnuTenbHOro BpemeHu (C BO3MOXHbIM
nopasfieHMeM rmnoTanaMo-HagMnoYeYHKOBOW OCK), MOXKET CMPOBOLIMPOBaTb NOABNEHNE
NPU3HAKOB 1 CUMMNTOMOB HaAMOYEUYHUKOBOW HEe[OCTAaTOMHOCTU [26], UTO NoguepKnBaeT
BaXHOCTb 06CYeHMA BOMPOCa 0 Ha3HauYeHMM AOMNONHUTENbHbIX (CTpeccoBbix) fo3 MKC -
rMAPOKOPTM30H B fo3e 25 mr nnm 30-50 mr/m?/cyT nnbo skBrBaneHTHbIn [KC nepopanb-
HO (ecnn NaumeHT cnocobeH NpPUHMMaTL NpenapaT NepopanbHO) NN BHYTPUBEHHO [41].

TpaH3MTOpHaA rMnoKanbUMeMna TakXe HepegKo BO3HMKAeT B MepBble HECKONIbKO
[Hel nocne BHyTprBeHHOro BeeaeHusa bO u, Kak npaBuno, npotekaer nerko n beccnm-
NTOMHO [26]. [Mnokanbunemna HxKe 1,9 MMonb/n n/unn CONPoBOXKAALWAACA KNNHNYe-
CKUMW NpoABNeHUAMN TpebyeT KoppeKuMn npenapatamy Kanbuua AnA napeHTepanb-
Horo BBefeHus [28]. Ana npodunakTuky runokanbUMeMnun nepes KaxaolMm BBeeHNeM
BO® pekomeHpyeTcs oueHUBaTb NabopaTopHble nokasatenu Kanbuma n 25(0H)D, npu He-
06X04MMOCTU MPOBOANTL KOPPEKLMIO BbISIBNIEHHbIX FMNOKanbumeMmu n/unv geduumta
BUTamMuHa D, a TakxKe pekoMeHAyeTcA NPUHNMaTb IeKapCTBEHHblE NpenapaTbl KanbLma B
TeueHue 10 aHel ao v nocne nevenus bO [26, 28].

Takum obpasom, B npouecce neyeHma bO ¢ yenbo MUHUMU3ALUN Hanbonee YyacTo
BCTPEUaILMNXCA HeXXenaTesbHbIX peakunii HeobXO[UMO PerynsapHO KOHTPONMPOBaTh
N NOAAepPMBaTb ONTMMasbHbIN YpoBeHb BUTaMuHa D 1 Kanbuma [3, 26-28, 34, 36, 371.
MOHUTOPUHT Opyrux, 6onee peAko BCTPEYAIOLIMXCA HeXenaTeNbHblX peakuui Takxe
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Ta6nuua 2

PekomeHgaLunm no MOHUTOPUHTY 3¢ deKTUBHOCTU 1 6e3onacHoCcTU neyeHns 6ucpocpoHaTamm y gerein
cMAan

Table 2

Recommendations for monitoring the efficacy and safety of bisphosphonate treatment in children with
DMD

UccnepoBaHune YacroTta nposeaeHus
Hannune 6onein B cnuHe 1 pa3 B 6 MmecALeB
MoTpebneHvie KanbLuys 1 BUTamuHa D 1 pa3 B 6 MecALEeB
YpoBeHb 25(0H)D B cbIBOPOTKe KPOBU 1 pa3 B 6 mecALeB
Brioxummnyeckmne mapkepbl KOCTHOro MeTabonmnsma u MUHepanbHOro obMeHa 1 pa3 B 6 MecALeB
ﬁgi/;z:zﬁajraqewaﬂ peHTreHoBCKas abcopbLoMeTpua NOACHUYHOTO OTAENa 1 pa3 B 6 MecaLes
PeHTreHorpadua rpygHoOro n NOACHMYHOIO OTAENOB NMO3BOHOUHMKa B 6GOKOBOW 1 pazeron

npoekuunm

HeobXxoAMM 1 nopyepKMBaeT BaXXHOCTb HasHaueHust bO cneuunanuctamu, MMeLWUMN
OnbIT MeMKaMeHTO3HOrO fleyeHna [eTCKOro octeonopo3sa [12, 26, 28, 32].

C uenbto KOHTpona 3bdeKTUBHOCTA U 6e3onacHOCTU NeveHna bO pekomeHnayeTca ¢
onpeneneHHoOM NepUoANUYHOCTbIO MPOBOAUTL PSA UCCeaoBaHuia (Tabn. 2) [6].

3apeprkka MOMOBOrO CO3PEeBaHUA ABNAAETCA MOTEHUMaNbHbIM OCOXHeHnem [KC-
Tepanun. O6GHapy»KeHne 3afepPXKy MOJIOBOro CO3peBaHuA (OTCYTCTBME YBENUYeHUA
Anvek =4 cM’) K 14 rogam ABNAETCA NOKa3aHWeM [15 HarnpasfieHna K Bpayy-3HAOKPUHO-
nory. 3amecTuTeNibHasA Tepanna TeCTOCTEPOHOM PeKOMEHAYEeTCA A1 NeYeHnsA NoATBEP K-
[EHHOro rmnoroHagmM3ma y naumeHToB cTaplue 14 neT, a Takke MOXeT paccMaTpurBaTbCA
Y ManbuMKOB CTaplue 12 neT C OTCyTCTBUEM My6epTaTHOro Pa3BUTUA 1 TeX, KTO NosyJaeTt
IKC [1]. TectocTepoH Npu 3ageprKKe NONOBOro CO3peBaHNA Ha3HAYaeTCA Kak fOMONHEHNe
k BO®, cnocob6cTByA nosbiweHuto MIMK 1 ctabunusaumy nepenoMos NO3BOHKOB [42].

Taknm ob6pa3om, B HacTosLLee BpeMs ABYyMA OCHOBHbIMY MeAULIMHCKUMI BMELLATeSb-
CTBaMM, JOCTYMNHbIMU ANA YBENMNYEHNA KOCTHON MacCbl 1 MOTEHUMANbHOIO YMeHbLUeHMA
nepenomos y geteni ¢ MAM, asnatotca bO n tectoctepoH [6, 34, 42].

JleueHue ocTeonoposa: nogaepxKuBaoLlan pasa

Mocne JOCTXeHNA KNMHMYECKON CTabunmsaumm ocTeonopo3sa, yumTbiBas COXpaHsto-
Wuecs GpakTopbl prcKa XpynkocTn KocTten npu ML, pekomeHA0BaHO pacCMOTPeTb BO3-
MOXXHOCTb NPOAOMKEHMA NprMeHeHusa bO, Ho B 6onee HM3KMX fo3ax (30-50% oT ncxog-
HOW [o3bl). Lienbio 3Toro atana ABNAETCA COXPaHeHne KIMHNYECKNX pe3ynbTaToB, [OCTMIT-
HYTbIX BO Bpems da3bl cTabunusaumm, nberaa npu 3TomM UCNoNb30BaHUA Ype3MepHbIX
no3 b®d[3,6,12].

Y naymeHToB ¢ M} BbigenaAT cnepylowme KpUTepun KNnMHUUYeCKon ctabunmsaumm
ocTeonoposa [3, 12]:
B OTCYTCTBYE HOBbIX HEBepTeOpanbHbIX NEPEIOMOB;
B cTabunusauma nepesioMoB NO3BOHKOB (OTCYTCTBME MPOrpeccMpoBaHna KOMNpeccum

NoOBPEXAEHHOIO MO3BOHKA);

OTCYTCTBUE HOBbIX MepPenoMOB NMO3BOHKOB;

OTCyTCTBUE GoNei B KOCTAX U CMNNHE;

HopMmanu3aumaA nokasartenen MIK (Z-kputepuin MIMK >-2 SD, ckoppeKTUPOBaHHbIN MO

POCTy nauueHTa).
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MpogomxnTenbHOCTb NogaepxmBatolero neveHna b@ moxer 6biITb pa3nuyHON B
3aBMCUMOCTY OT COCTOAAHMA KOCTHOWM TKaHW NauueHTa 1 oT Toro, npogosnxaetca nu MNKC-
Tepanusa [6, 12]. BaxkHO yunTbiBaTb BO3PACT, Ha/lMure ConyTCTBYOLUX 3aboneBaHnii 1 gpy-
rne $bakTopbl, KOTOpble MOTYT BANATb Ha 3GEKTUBHOCTL 1 6€30MacHOCTb NPUMEHeHNA
BO. YunTbiBaa Hannumne y 6onblunmHcTBa naumeHTos ¢ M nocToAHHbIX GakTOpPOB pUCKa
ocTeonopo3sa, NeveHve bO pekomeHZOBaHO MPoAOMKaTb OO AOCTVXKEHNA UMW OKOHYa-
TeNIbHOrO POCTa B3POCJIOro YesioBeka 1 a)ke AofibLie, eCNN NaLWeHT ele KINMHUYECKN
He cTabuneH [12]. Mocne 3aKpbITUA 30H POCTa NOPSAAOK AENCTBUIN CTAHOBUTCSA MEHEe AC-
HbiM. OAUH 13 NOAXOA0B 3aKIYaeTca B NpeKpalLeH aHTUPe30pOTUBHON Tepanum Npu
KNMHMYecKon ctabnnmnsaumm octeonopo3sa. B faHHOM cnyyae cneflyeT NnpogonKnutb Mo-
HUTOPWHI COCTOAHUA KOCTHOW TKaHW, a NPy BOSHNKHOBEHMI HOBOTO NepenioMa No3BOHKa
W BJIHHbBIX KOCTE KOHeYHoCTel NokasaHo Bo3oOHoBneHne neyeHnsa bO. ipyroii noa-
XOp 3aK/ioyaeTca B TOM, YTOObl NPUHATL KpUTEPUK B3POCSIbIX ANA peLleHnsa Bonpoca 0o
YCTaHOBNEHMM «NIeKAPCTBEHHbIX KaHUKYN», T. €. BpeMeHHOM NpeKpalleHnn neyeHnsa bO.
OpHako, NockosnbKy y naumeHTos ¢ M/ ¢ BO3pacToM pUCK nepenoMoB NO3BOHKOB yBe-
NNYKMBAETCA, ycTpamBaTh nepepbi B npueme b® HeuenecoobpasHo [12].

MexgyHapogHOWM rpynmno 3KCNepToB MPU3HAHO, YTO UHTEHCMBHOCTb MOHUTOPUH-
ra, neyeHnsa n NpoduNakTUKM octeonoposa byneT pa3nnyaTbCca B 3aBUCMMOCTM OT Bbl-
6paHHON CTpaTernn feyeHNs OCHOBHOroO 3aboneBaHusA, U, HECMOTPA Ha 3HauUTENbHble
LOCTMXKEHMA B 06N1acT ANArHOCTUKN 1 nevyeHna octeonopo3a npu MO, Heobxoaumbl
LOMNONHUTENbHbIE MCCNefoBaHUA [nAa onpefeneHusa Oyaywmx cTpaternini nepBUYHON
npodunakTukn (BHeLpeHe MeTOLOB JleueHrA 0CTeonopo3sa JO NepBOro nepesomMa) u
TeKyLMX CTpaTernii paHHen BTOPUYHOWN NPOodUNakTuKn (BHeapeHne MeToLOB fleyeHuns
ocTeonopo3a nocse o6HapyKeHUa nerkmx 6eCcCMNTOMHbIX NepenoMoB NO3BOHKOB) [35].

B [TPOOUNAKTUKA OCTEOMOPO3A MNPV MbILWEYHOW NCTPODOUI
AIOWEHHA

MeganumHcKasa npodunakTmka oCTeonoposa 1 CBA3aHHbIX C HAM NepenomoB ABNAETCA
HEOTbEMIIEMOW YacTblo 06LEeN cTpaTernm neyeHna nayneHtos ¢ MAL. YuntbiBas Hanu-
yrie ABYX KnioueBbIxX paKTOPOB prcKa pa3BUTMA ocTeonopo3sa Yy naumeHTos ¢ MAL - npo-
rpeccupytoLlen mmonatm n gamtenbHoro npumeHeHnsa NKC, ctaHOBUTCA OYEBUAHBIM, UTO
OCHOBHbIe CTpaTermm nepBnYHON NPodrNakTUKM OCTEONOPOo3a AO/KHbI ObITb Hanpase-
Hbl Ha JOCTMXeHVe GanaHca mexay 3gpdeKTVBHbIM neyeHnem OCHOBHOrO 3aboneBaHuA
N MUHMMUK3aLUMEN HexenaTeNbHbIX peakunin oT FKC-Tepanuun. 3To npeactasnaeT cobom
CJIOXHYI0 3aflauy A71A Bpaya-CcneumanmncTa, Tak Kak TpebyeT KOMnIeKCHOro NoaxoAaa 1 H-
OVBMAYaNbHOro Nofbopa feyeHns B KaxKAOM KOHKPETHOM Cllyyae.

B nocnegHue rogbl npeanpuHMMalOTCA NoNbITKM No neyennto MO ¢ nomoLyblo nekap-
CTBEHHbIX MpenapaToB, KOTopble obnagatoT Nyywnm npodunem 6e30nMacHOCTM No CpaB-
HeHUIo C TpaanUMoHHO ncnonb3yembimu NKC. C Lenbio coxpaHeHna nnm ynydlleHnsa Tepa-
neBTUYecKkoro apdekTa TpagmumoHHbix F’KC npy 0gHOBPEMEHHOM CHUMEHUN CEPbEe3HbIX
HeXenaTenbHbIX peakLnii, CBA3aHHbIX C UX AINTENbHbIM NpriemMoM, Obin pa3paboTaH yHU-
KanbHbI ANCCOLMATUBHDBI CTEPOUAHDBIA NpenapaTt —BaMmoposioH [35,43]. BokTabpe 2023 .
YnpasneHre No KOHTPOJIO 3a KauyeCcTBOM MKLLEBbIX MPOAYKTOB U MeamkameHTos (Food
and Drug Administration, FDA) ogob6puno npumeHeHue BamoponoHa B CLUA npn MAL
y MauneHTOoB B Bo3pacTe 2 fieT 1 cTapue [44], a B gekabpa 2023 r. EBponelnckoe areHT-
CTBO MO NeKapcTBeHHbIM cpefcTBam (European Medicines Agency, EMA) ono6pusno ero
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OcTeonopo3 y aeten ¢ MbllweyHom anctpoduenn [ioweHHa: CoBpeMeHHOe COCToAHME NPobnembl

npumeHeHne Ha Tepputopun EBponenckoro coto3a y naumeHtos ¢ M B Bo3pacTe 4 net
N CTaplue, He3aBMCUMO OT OCHOBHOW MyTaLumn 1 ambynaTopHoro ctaTyca [45]. Bamopo-
NOH BbIFNAANUT O4YeHb MHOroobellatoLle ¢ aHanormyHom 3GPeKTUBHOCTbIO 1 HEKOTOPbLIMM
MEHbLUVIMU HeXenaTeNnbHbIMU peakunaMn (Hanprmep, 3afep>KKol pocTa) No CpaBHEHUIO
c apyrumu FKC, ocobeHHo ¢ npefHm3onoHoM [43]. MpenBaputenbHble aHanmM3bl Takxe Mno-
Ka3blBaloT, UTO BaMOPOJIOH MO CpaBHEHMIO € Knaccuveckummn FKC MoxkeT npeacTaBnAaThb
MEeHbLUNIN PUCK NepesioMmoB NO3BOHKOB [35].

Opyrvue npodunakTnyeckne mepbl BKIOYAIOT NOOLLpeHNe afekBaTHON dpusmyeckom
aKTUBHOCTU, 3[J0POBOE MMTaHMe C AOCTAaTOYHbIM COfepPXKaHeM Kanbuma 1 ButamuHa D,
nogaepaHvie HopmanbHOM Maccbl TeNa 1 co3faHue TpaBmobe3onacHom cpefbl AnA na-
umeHTa [26-28].

B 3AK/TKOYEHUE

OcTeonopos - 370 cepbe3Hoe KoMopbuaHoe 3aboneBaHue, HepeaKo Habnogaemoe y
naymeHToB ¢ MAL. BbicoKkasa pacnpocTpaHEHHOCTb OCTEONOPOTUYECKUX NEPENIOMOB MpK
MJJ, BepoATHOCTb BO3HUKHOBEHUA TAMXENbIX NOCNEACTBUN U OC/IOMHEHNN OCTEONOPO-
3a NOATBEP)KAAIT CEPbe3HOCTb 3TOro 3aboNeBaHNA U HEOOXOAMMOCTb €ro paHHel gura-
FHOCTUKU 1 neyeHus. [1na ycnewHoro neyeHrsa octeonopo3a HeobxoanmMo npmsneyeHne
MHOronpo¢uIbHON KOMaHAbl CMeunanncToB, BKOYaloLweln Bpaya, OTBETCTBEHHOIO 3a
neyeHne OCHOBHOro 3aboneBaHusA, cneyuanncTa No AeTCKOMY OCTeonopo3y, SHAOKPU-
Hoslora, TpaBMaTosiora-opTonesa, peabunmronora, prsmMyeckoro TepanesTa, AgUeTonora n
ncuxonora. MexancumnianHapHaa 1 CKOOPAVUHUPOBaHHaA paboTa KoMaHAbl creumanu-
CTOB MO3BOJIAET He TOIbKO ANArHOCTUPOBATb OCTEOMNOPO3 Ha PaHHEN CTaauK, HO 1 paspa-
60TaTb 3GPeKTNBHYO NPOrpaMMy leueHMs C y4eTOM UHAMBUAYaNbHbIX GaKTOPOB prcKa
1 0cobeHHOCTEN OpraHn3Ma naumneHTa. PaHHAA npodurnakTuka n cBoeBpeMeHHoe Hayasno
neyeHns oCcTeonopo3a No3BONAT 3amMeANunTb Pa3BuTre 3aboneBaHunsA, CHU3UTb YacToTy
nepenomoB 1 yNnyylWmnTb KauecTBO XM3HWU NauueHTa u ero cembu. [lanbHenwme nccneqo-
BaHMA 1 pa3paboTka 3G eKTUBHbIX METOJOB MPOGUIAKTUKMN U NIeYeHMA OCTeonopo3a Yy
nauneHTos ¢ M ABNATCA BaXKHbIMU HanpaBieHNAMN LNA YNyYlleHWs pe3ybTaTos fe-
yeHuA 3Toro 3aboneBaHus.
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