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IOUA - XpoHuYeckoe cuctemHoe 3abonesaHume
COeANHUTENIbHON  TKaHWU C  AYTOMMMYHHbIM
MEXaHNU3MOM pPa3BUTUA, BO3HMKalOLLee Yy AeTen B
BO3pacTe Ao 16 ner.

PacnpoctpaHeHHoCTb HOUA:
- B cTpaHax mupa 0,05 — 0,6%o
- no gaHHbIM MO3 YKpaunHbl — 0,4%o0
- UCY NoHeukoun obnactu - 0,42 — 0,56%0



FOUA xapaKTepunsyeTca:

[porpeaneHTHbIM TeYEHNEM

BOB/IeYEHMEM B MNPOLECC MKM3HEHHO-BaXKHbIX
OpraHos

bopmMmMpoBaHUEM  IPO3UBHO-AECTPYKTUBHOIO
noanapTpuTa

PaHHEN MHBaNnAn3aUnen aeTen

HepeaKoM Pe3nNCTEHTHOCTbIO K TpaAULMOHHOM
Tepanumu

pasBUTUEM JIOKAaJIbHOrO U TreHepasiu30BaH-
HOro ocreonopos3a (Onl)



ON - cucrtemHoe 3abonesBaHue cKeneTa,
XapaKTepuM3yloLWeecss CHUMKEHUEM MPOYHOCTU

KOCTWM, onpegensaiollee yBeJIMMEHME  PUCKaA
nepenomos. (BO3, 2018)

3aKoOHOMepHO oObHapyXuBaemble npu HPA
NNOKaNbHbIXK, @ NO3X¥e U reHepannsoBaHHbin Ol
(M.Haugen et al., S.Henderson et al., 2018,

onpeaensatoTt HeobxoaAnMOCTb N3yvyeHusn
NPOLECCOB KOCTHOrO  pPemoaenupoBaHMA  C
BbiiB/IEHUEM MapKepoB ero paHHeN

ANArHOCTUKU U NpoBeadeHNA KOPpPEKUNN.

Cutyauma ycyrybnsaertca BamaHmem dapmakro-
Tepanun HKPA ¢ wucnonb3oBaHMem 0a3UCHbIX
npoTuBoBopeBmaTudeckmnx cpeacts u NRCI.



e |
OcHOBHble NaToreHeTn4YecKkmne IaexaHVBMbl

KOCTHOM pe3opbumnmn npu KO

I'IposocnanMTeanble MeANATOPbLI
nUnN-1, N1-8, oc-M

AHTUBOCNaIUTEe/IbHbIE

MmeagnaTopsbl

WN-6, UN-11  W-1s, DHO-0 UN-17 , UN-10, UN1-13, ND)

(PakTopbI pocTa (Ctumynauma
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OcTeoKnacTsl '» BocnaneHune
(CHUKeHue dyHKUMK) (XpoHnueckoe)
[ ocTeOgOR
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NwnarHoctnka Ol npu KONA

KAnHn4yecKmne npoAaBaeHunA

MHCTpymMmeHTanbHaA AMArHOCTUKA (KOCTHO-
NeHCUTOMETPUYECKMe nccneaoBaHus)

- PEHTreHOBCKaA AEeHCUTOMETPUSA
- YIbTPA3BYKOBAA AEHCUTOMETPUA
- KOMNblOTEpPHaA Tomorpadma
buoxmmmnyeckme mapkepol



3a4a4M nccnenosaHuA .

* 3yynTb  COCTOAHME  OMOXMMUYECKUX  MaAPKEPOB
PEMOOE/IMPOBAHNUA KOCTHOM TKaHW (OCTEOKaNbLMH,
OW®, TPK®D, AeoKCUMNUPUAMHONAMH), U coAepKaHue
OCTeOTPOnHbIX MUHEPanoB (Ca,s,., Ca oy Pheoper) NPV
cyctaBHon popme HONA.

e YCTAHOBUTb  4aCTOTY U XapaKTep  OTK/IOHEHWUWU
NoKa3aTeneun, Xapaktepusywwmx metabonmnsam KT, a
TaK)Xe AMArHOCTUYEeCKYl0 3HAYMMOCTb MapKepoB PKT
npu cyctaBHon ¢opme HOPA

e N3yuntb 3PPEKTUBHOCTb KOPPEKUMN MUHEPASIbHOIO
obmeHa y obcnenoBaHHbIX MaUMEHTOB C CYCTaBHOM
dopmon HOPA nytem HasHavyeHMA B KOMMNJIEKC Tepanmu
npenaparta Kanbuun-A;-Hukomen ¢popre



MNopa, HabntogeHnem Haxoauaochb 23 nauyeHTa B BO3pacTe oT
3-x go 12 net (14 peBoyek, 9 manb4ynKoB) ¢ AnarHo3om HOPA,
npenmyLLecTBeHHO cycTaBHas popma:

MOHOoapTput —4-17,4%
onunroaptTput —12-52,2%
nonnaptput —7-30,4%
AKTUBHOCTb npotiecca:
lct. —=-5-21,7%
lct. —-11-47,9%
lllct. —7-30,4%

OnuntenbHocTb 3aboneBaHmA ot 6 mecaues A0 4-x ner,
cpeaHunn nokasatenb — 2,3 +0,67.

[MpoBOAMAUCL KAMHUYECKMe, nabopaTopHble, B T.4. UM-
MYHO/IOTMYECKMEe U PEeHTFeHONOrMYEeCcKne meToabl uccneaoBa-
HUA.



[ToKa3aTenm MmapKepoB KOCTHOTO pemoaenmpoBaHma u pocpopHo-
Kanbumesoro obmeHa npu cyctasHon popme HONA (M £ m)

[MokasaTtenu, 340p0OBble AeTn bonbHbIe
efl. U3IMepeHuns (n=22) (n=23)
OcTeoKanbUUH HI/Mmn 34,6 £4,42 64,8 + 7,39*

OLll®d, ME/n 158 + 24,3 215+ 27,3%*
TPK®, ea/n 71+8,3 120,5+ 11,4*
[le30KcnMnnpmanHOAnH,
HMOb/ N 128 + 14,36 164 + 18,4*
P\.copr MMOJT b/n 1,57 +0,10 1,56+ 0,08
Ca, mmon/n 2,44 + 0,05 2,35+ 0,06
Ca?*, mmonb/n 1,21+ 0,04 1,20+ 0,03




MexaHn3mbl MONOXKUTENbHOTO
BAVUAHNA KanbUWUA

CHUKaeT CKOpOCTb pe3opbLmmn KocTu

Ycunusaet nponndepauunto mn
anpdepeHUMpoBKY ocTeobnactos

AKTUBUpPYET BHYTpUKNeToYHYo AHK

NHMumMmnpyeT Kackaa KOCTHOroO MOAENNPOBaHUSA,
BOBJIEKAA B HErO Ka/IbLLUTPMON N POCTOBbLIE
daKTopbI

Ontummnsnpyet docPopHbIN MeTaboamsm

10



MexaHn3mMbl NONOXKNTENbHOIo
BANAHUA BUTaMMHA [1

e YcuneHue abcopbumm Kanbuus B
KULEeYHUKe

e [lopasneHne nponndepaymnm
napaTupeounaHbIX KNEeToK

* YayylleHne KayecTBa KOCTU

e YcnneHume cuHTe3a GaKTopoB POCTa

e [logaBneHne CUHTE3a LMTOKUHOB
(MN1, N2, ne, UN12, yno)
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BbiBOAbI

CyctaBHadA dopma FOUA COMpOBOXAaeTcA
HapylweHunem npoueccoB pemogenmpoBaHuna KT
(Kak KocTeoobpa3oBaHMA TaK WU pe3opbdbumun) c
nocnegoBaTesibHbIM  PACCTPOUCTBAMU  KanbLUEBO-
dochdopHOro oobmeHa

[ToKa3aTtenn mapkepos PKT KoppennpoBanu:

- KocTeoobpa3oBaHUA (OCTEOKaNbLMH) C MOKa3a-
Tenamu, oTpakatoWwmnmm cteneHb akTUBHOCTU

- KOCTHOM pe3opbumnmn (TPKD, peokcnnupmamHo-
JINH) C MOKA3aTe/IiIMM, XapPaKTEPU3YIOLLLMMU

ANNTEeNbHOCTb 3aboneBaHmA 12



PaHee BK/IOYEHME B KOMMAEKC TPaAULMOHHOMU
Tepanun cyctaBHon ¢opmbl HOPA KombuHMpoBaH-
HOro npenaparta, AeuCcTByloWero Ha  KOCTHbIN
metabonmsm Kanbumn-f,-Hukomen ¢opte Beper K
ycTpaHeHuto  npusHakos OlC. I¢dPeKTUBHOCTL
npumeHeHna KRanbumn-f;-Hukomen ooprte noauep-
KMBAETCA NMPEnMYLLECTBEHHO cTabunmnzaumen (73,9%)
wnn  ynyyqweHuem  (26,1%) nokasatenenm  pe-
moaennpoBaHma KT (noBblileHMe OoCTeoKaNbLMHAa) U
HOpManmn3aumenm coaepraHMa OCHOBHbIX OCTeO-
TpOnHbIX MuHepasnos (Ca n P)
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