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cunack 10 82% (95% U, 74-88) (AUC 0,69). UyBcTBuTenb-
HOCTB poccuiickoit Mmonem FRAX® 6e3 MIIK cpenn i 6e3
MPEeIIEeCTBYIONINX MePeIoMOB cocTaBmiia Toibko 11% (95%
U, 4-24), a cnemuduanocts 91%(95% /11 83-96).

UysctBurenbHoCcTh DX A M03BOHOUHMKA /17151 IPOTHO3UPO-
Banus OIl-nepenoMoB Obuna Bbllle, yeM anroput™ FRAX®,
n 06012 53% (95%/1U, 43-63) nipu Gonee HU3KOH criermpmd-
HoctH 61% (95%U, 52-70) (AUC 0,61), a DXA meiiku Ge-
Jipa Tokaszasia 0oJjiee HU3KYI0 4yBCTBUTEIBHOCTH 25% (95%
JI, 18-35) npu Bbicokoii cienuduanocta §9% (95%, 82-94)
(AUC 0,64).

TTpu ouienke abcomOTHOTO prcKa nepesoMoB 1o FRAX® ¢
UCIIOJIL30BaHUEM Ipadrka BEPOATHOCTH MIEPEIoMa C IEePeXoa-
HOI1 30HOH MeX[y BBICOKUM UM HU3KUM PHCKOM AJIs IPOBEJE-
Hust DXA Obi1a mosydeHa 6oliee BHICOKas! 4yBCTBHTEIBHOCTh
67% (95%U, 57-76) npu cnemmbuanocta 59% (95% U,
50-68), uto cBs13aHO C BbIABICHUEM HaienToB ¢ OIT npu mpo-
BefgeHnn DXA, HyKAaroLIUXCs B TEPAIUU.

Bonesnp Ilemxera xocreit (cuH. nedopMupy-
omias ocreoquctpodus, neGopMHUpYrOIINA ocTe-
UT) — XpOHUUECKOe 3a00JeBaHKUE BCICICTBHE Ha-
PYIIEHHOTO KOCTHOTO PEMOACIUPOBAHHUS, HMPHBO-
JuilIee K YBEIMYCHUIO pa3Mepa 1 AeopMainy Ko-
CTeH, mposBistonieecs: OOIIMH B KOCTSX, MaTOJIO0-
THYECKUMH TIEPEIOMaMH M apTPUTaMH ONM3JIEKAIINX CycTa-
BOB, B PEIKHX CIIydasX C Pa3BUTHEM 3JI0KA4€CTBEHHOTO IPO-
necca (capkoma Ilemxera).

PacripoctpanenHocTs cocrasisier 1,5-8% B momynsnmu,
MIPEUMYIIECTBEHHO CTPaIA0T MY’KYHMHBI U JIMLIA cTapiie 55 Jiet.
Yarue 6ose3Hb [lemxera BeTpeyaercs y xKuTenei 3anaHoi Es-
pornbl. 3a0onieBaHre MMEET T'eHETHUYECKYIO IPeIpacrionoKeH-
HOCTb C ayTOCOMHO-JAOMUHAHTHBIM THUIIOM HACJICAOBAaHUS C
HETIOJIHOM MEeHETPAHTHOCTHIO. BBIIBUHYTO HECKOJIBKO TEOpHiA
0 TpHYMHAX BO3HHMKHOBeHUs Oone3nu [lemkera: 3arps3HeHHe
OKpY>KaloIIel cpe/ipl, BUpycHast ¥ renetnaeckast. [locmenmsis u3
HHX HaXOJIUT Bce Ooblie noaTBepxkaeHus. K HacTosiemy Bpe-
MeHHU onucanbl MyTaimu B reHax SQSTMI (xomupyer Genok
p62, perynupytrotuii GpyHkimio ocreokiactoB), RANK (komu-
pyer perenTop akTuBaropa siiepHoro Qakropa kB - MemOpaH-
HbI Oenok | Tuma, SKCIpeccupyeMblii Ha IOBEPXHOCTU OCTE0-
KJIaCTOB, BOBJICUCHHBIN B MX aKTUBALIUIO TIPU CBSA3BIBAHUH C JTU-
TaHJIOM), a Taroke JoKycax 5q31 u 6p.

B marorenese Oone3nu Ilemkera BBIIEISIIOT YETHI-
pe craauu: 1) MOBBIIEHHON aKTHBHOCTH OCTEOKIIACTOB, 2)
OCTEOKJIACTO-OCTEOONACTHON aKTUBHOCTH, 3) IOBBIIIEHHOMN
AKTHBHOCTH OCTEO0IAaCTOB U 4) 3]I0KAaYeCTBEHHOM JiereHepa-
mu. Yame Bcero mpu OOJE3HH IOPaKAIOTCsl OfHA MM He-
CKOJIbKO KOCTEHl CKesleTa, B OCHOBHOM, 3TO KOCTH Tasza, Oe-
JIPEHHAs] KOCTb, IMOSICHUYHBIN OTIEN I103BOHOYHMKA. Boib-
[IMHCTBO TTAIIMEHTOB ¢ Oone3Hbio [lemkera He 3HAIOT O CBO-
€M IMarHo3e BBUIY Heclenu(uuecknx CMMITOMOB 3a0071eBa-
HUSE; Y 35% ManMeHToB AMarHo3 yCTaHABIUBAIOT YK€ Ha ATa-
e ocioKHeHuH. [TanueHToB MoryT 6ecrioKouTh 00ib U Jie-
(dopmaru B KOCTSIX, NIPH MOPAKESHUH KOCTEH dyepemna — Io-
Tepsl CIyXa/3peHHsl BCIIEICTBHE MEXaHHYECKOrO HapyLIeHHs

BOJIE3Hb ITE/I’KETA: IIPEACTABJIEHUE
KJIMHUYECKNX PEKOMEHJIAIIM ENDO
N AKTYAJIM3ALIUA UX B POCCHUHA
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3AK/IOYEHHUE

[IpemioykeHHBIH MOPOT TEPANEBTUIECKOT0 BMEIIIATEILCTBA
mozemt FRAX® nis ocHoBHBIX OIl-niepesioMoB, paccuuTaH-
Hbli kak 6e3 MIIK meliku Oenpa, Tak U ¢ ee y4eTom, He I10-
3BOJIMJI BBISIBUTH OOJIBIIYIO YacTh MMAIMEHTOB, HYXIAIOMIIXCS
B HA3HAYCHUHU aHTHOCTEONIOPOTHYECKO Teparuu. Hata pabo-
Ta MPOJEMOHCTPUPOBANIA JTOCTATOYHO HU3KYIO UyBCTBUTEIIb-
HOCTh anroputMa FRAX® npu Oonee BHICOKOH crielupIIHO-
CTH, YTO TpeOYeT AaIbHEHIIINX UCCIICTOBAHH.
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E.A.IINITAPOBA

KPOBOCHAOXKEHHSI 1 MHHEPBAIIUH CITyXOBBIX M 3pUTEIIbHBIX He-
PBOB, apTPUTHI BCIIEICTBUE HAPYIICHUI KOHTPYEHTHOCTH CY-
CTaBOB M TIOBBIIICHHS HATPY3KU HA HUX MPHU Je(HopMaliiy Ko-
creit. [Ipu Tspxenom teuernu 6one3nu [lemkera (15% ciyqa-
€B) TPOUCXOAUT (POPMHUPOBAHHE APTEPHOBEHOZHBIX (PUCTYI B
KOCTSIX C Pa3BUTHUEM TaKOW CEPJICYHO-COCYUCTOM MaTONIOTHH,
Kak runeprpous cepiua, cepaedHast HeIoCTaTOYHOCTb, Kajlb-
nUQUKAIKS MATPAILHOTO KiarmaHa. Co CTOPOHBI HEPBHOM CH-
CTEMbI MOT'YT HaOMIOaThCsl M30BITOYHOE IABJICHUE Ha TOJIOB-
HOI MO3T, CIIMHHOM MO3I, HEPBHBIE KOPEIIKU, CHIKEHHE (CUH-
JIPOM OOKpa/IbIBaHUsI) KPOBOCHAOKEHHSI TOJOBHOTO M CITHH-
HOTO MO3ra, HapymeHus ciyxa u 3penust. Capkoma [lemxe-
Ta BCTpeyaeTcs: y MeHee ueM 1% marnuenTos ¢ 6omnesHslo [len-
KEeTa, ¥ MOXKET ObITh 3alI0J03pEeHa KaK BHE3AIHOE MOSIBICHHUE
WM ycuseHue 0oseit B 4acTu cKelera.

BBuy TOTO, 4TO MAIMEHTHI C 3THM 3a00JICBaHUEM HEpeI-
KO TIOMAJAl0T Ha MpPUEM K dHJOKpUHOJIOraM, B HossOpe 2014
r. DHpokpuHonorndeckuMm obmectsoM (Endocrine Society)
ObUTH pa3paboTaHbl KITMHIYESCKUE PEKOMEHIAINH 10 AUATCHO-
cTHKe U JiedeHuto 6onesnu [emkera (1).

C nenbto auarHoctuku OonesHu [lemkera pekoMeHLyeT-
Csl IPOBEJICHUE PEHTreHorpaduu Momo3pUTENbHBIX 00nacTel
CKeJIeTa, IOCIIe Yero IMPOBEIEHNE CHUHTUrpaduu KOCTel Imo-
3BOJIUT OTPEIENUTh PACTIPOCTPAHEHHOCTh 3a00JIeBaHMs U BbI-
SIBUTh BOMOYKHBIC aCUMIITOMHBIE TIopaxkeHus1 kocte. [Tocie
panuonoruueckoro nuarnosa oonesnu Ilemkera OnoxuMuue-
CKHE VCCIIEIOBAHMS JIOJDKHBI BKITIOUATh ONMpeeeHne ooen
mientoynor gocdaraser (ILP) v npu BOSMOXKHOCTH C HC-
MoJb30BaHKeM Oosiee criennprYeckux MapKepoB KocTeoOpa-
3oBaHus1. OnpenienieHue crenduueckux MapkepoB KocTeoopa-
3oBanust (OC, PINP) u xoctHoii pezopouun (CTX, uNTX) pe-
KOMEHIyeTCsl TAlIUeHTaM C TIaTOJIOTUell IeYeHH FITH HKEITIeBbI-
BOJLSIIMX ITyTeH JUIS OLIEHKH OTBETA Ha JICYEHHE U TEUCHUS 3a-
OoJieBaHMsl Y MAIIMEHTOB 0€3 JICUCHUSL.

Jleuenne OucdochoHaramMu PEeKOMEHIYSTCS OOJBIIHH-
CTBY MAIMCHTOB C aKTHUBHOMW 00Jie3HbI0 [lemkeTa, MMEIOIIMX
PHCK BO3HHKHOBEHHS OCIIOXKHEHUH B Oymyiem. Haunbomnee a¢-
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(heKTHBHO NIPUMEHEHHE OTHOKPATHOM B/B 03I 5 M 3071€1[pO-
HOBOH KHCJIOTHI KaK Iperapara BbI0opa y MalreHToB, He HMe-
IOIUX NpoTuBonokasanuil. IIpun HeoOxomumocTu OBICTPOro
KyIUPOBAHHSI CHMIITOMOB HJIM B CITy4asiX BBIPQYKEHHOW aKTHB-
HOCTU 3a00JIeBaHus], TIPEAIAraeTCsl NCIIOIB30BAHIE MAPKEPOB
KOCTHOHM pe30pOIrH 10 ¥ BCKOPE MOCIIe JICUSHUS IS IIPOTHO-
3MPOBaHUS OTBETA HA MPOBOJUMYIO MEIMKaMEHTO3HYIO Tepa-
nuto. [l MaKCUMAITBHOTO TIPOIJICHHST PEMUCCHH Tpejyiara-
€TCsl CHIDKEHHE KOCTHOTO 0OMEeHa JI0 MEHee CeperHbI pede-
PEHCHOTO MHTepBaJia Jisl BRBIOPAaHHOTO MapKepa KOCTHOTO 00-
MeHa. /I OLIEHKH aKTUBHOCTH HEJIEYEeHO MOHOKOCTHOI 00-
ne3nu [lemkera npeyiaraloT HCIoIb30BaHUe Cle()IIECKUX
KOCTHBIX MapkepoB - PINP, xoctuyro I[P, Gera-kpoccnanc
(CTx) wim NTX, XOTSI OHH HE BCErla MOT'YT ObITh MOBBIIIIC-
HBI JIa’Ke NIPU HAIMUUU aKTUBHOCTH 3a00JICBaHUS HA CLIUHTH-
rpaduu ckenera.

IIpoBenenune pentrenorpaduu ciegyer MPOBOAUTH B AU-
HaMuKe depe3 | Tox mociie pagroIorHuecKoil TUarHOCTHKU
6ones3nu IlemxeTa nanueHTaM, UMEIOIUM OCTEOTUTUUECKUE
odYaru, JUisl OLEHKH MX OTBETa Ha JICYCHWE WM MPOTPECcCH-
poBanue 6e3 neyenus. Jleuenne Ouchochonaramu pekomMeH-
JIyeTCsl TIPOBOIUTH ISl IPEJOTBPAIICHNUS YXYAICHHS CITyXO0-
BOro Aeduuura. Y HalUEHTOB C TSDKEIBIM OCTE0apTPUTOM,
MPWISKANIIM K KOCTSM, MOpaXeHHBIX Ooie3Hbro [lemke-
Ta, 0 MPOBEIEHUs 3JIEKTUBHOM TOTalIbHOI 3aMEHBI CyCTaBa
C TETBI0 MPEIOTBPALICHHST HHTPAOIIEPATUBHOTO KPOBOTEUE-
HUS WK [OCJICONEPALIMOHHOM TOTepH NpoTe3a. Y NalueHToB
C IOKa3aHUAMH K OCTEOTOMHUU JUI KOPPEKLUU BbIPAXKEHHO-
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T'O UCKPUBJICHUS HMKHUX KOHC‘{HOCTCﬁ, aCCOMUPOBAHHBIX C
HEBO3MOXKHOCTBIO CAMOCTOSTENIbHOIO IEPEMELLIEHUS] MU Bbl-
pa)XEHHOW CYCTaBHOM OOJIBIO, B CITydyasX pa3BHTHS Maparuie-
MU, aCCOLMMPOBAHHOM ¢ Oone3Hbto [lemkera MO3BOHOYHH-
Ka C TIoCIeyIoLel KOHCyIbTanuei HeHpoxupypra (Xupypru-
94eCKOe BMEIIATeIECTBO MOXKET He MOHAJTO00UTECS mmoce 3¢-
(eKTHUBHON JIEKapCTBEHHOW TEpaIuy, KpOMe CIIydaeB BbIpa-
JKCHHBIX CTPYKTYPHBIX W3MeHeHui. [lokazaHo oOciemnoBa-
HHUE y XUpypra-oproneaa Ijsi MalUeHTOB C OCTEOCapKOMOMH
I TUTaHTOKJIETOYHOM OIyXOJIbIO U IPEABAPUTEIILHOE JIeUe-
HHE aKTHBHBIMU OHMC(OChOHATaMH NPH TUIAHUPOBAHUH OTe-
paLuy il CHIKEHUSI KPOBOTEUSHHUSI M3 MPHIIeKAIIEH H3Me-
HeHHoM Oonesnbto Ilemxera koctu. Jleuenne Guchocdona-
TaMH TaKoKe IpeiaraeTes JUIsl IMalueHToB ¢ OonesHsio Ilen-
JKeTa M CeplIedHON HemoCcTaTouHOCThI0. TakuMm oOpazoM, 00-
ne3nb [lemkera — TspKenoe 3a001eBaHUE CKENleTa ¢ MHOXKET-
CBEHHBIMU OCJIOXHEHUSIMU, MMEIOLIEe CYILECTBEHHOE pac-
npocrpaHeHye B nomyisaiuu. CyIecTByIOT JOCTYIHbIE U 3]-
(beKTHBHBIE METOIVKH TUarHOCTHKU U MOHUTOPHPOBAHUS aK-
TUBHOCTH 3a0oneBaHus. B Hacrosmee Bpems NMpUMEHEHHE
6ucdochoHaToB A1 BHYTPUBEHHOTO BBEICHHUS SIBIISIETCS ME-
TOZIOM BbIOOpa [UIs neueHust Oonesnu Ilemxera.
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KOCTHO-MBIHIEYHBIE OCJIOKHEHUSA
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I'moxokopTukounHbeiii  ocreonopoz (I'KO) —
OHO M3 HauboJiee TSHKEIBIX OCIOKHEHMH Kak dH-
JIOTEHHOTO, TaK ¥ HK30T€HHOTO MIEPKOPTHLIM3MA,
XapaKTEPU3YIOLMICSA BBICOKOM 4acTOTOH Meperno-
MOB KOCTel, 00yCIJIaBIMBAOIINX CHIDKCHHE Kade-
CTBa )KU3HHU NAIMEHTOB U UX UHBAHIU3AIUIO. DH-
JIOTEHHBIH runepkopTriin3M (D) MOKHO paccMaTpuBarh Kak
€CTCCTBCHHYIO MOJECJIb Pa3BUTU KOCTHBIX U MBIIICYHBIX Ha-
pyLIEHUH B YCJIOBUSX T'HMIEPHPOLYKIMU KOpTH3071a 0e3 10-
TIOJTHUTENIFHOTO BITUSIHHS 3a00JICBAHHUM, IO TTOBOIY KOTOPBIX
Ha3HAYAIOTCS HK30TCHHBIE IITFOKOKOPTUKOUIBL.

IIpu n3ydeHun 9acToThl MEPEIOMOB KocTel y 223 mamu-
eHtoB ¢ OI, y 96 (43%) BBIABICHBI HU3KOTPABMATUIHBIE TIe-
PEIOMBI — MPEUMYILLECTBEHHO KOMIIPECCHOHHBIE TIEPEIOMBI
TeJ MO03BOHKOB (y 85 manueHToB) u'y 27 — BHENIO3BOHOUHbBIE
niepesiomsl (1). OcobenHocthio ['KO siBisieTcst BOSHUKHOBE-
HHE IIEPEIOMOB ITPU HEPE3KO BBIPAKEHHOM CHIDKEHHH MUHE-
panbHOi motHocTH Kocty (MIIK). Brepsble y manneHToB
¢ OI' uccnenoBan KocTHBIN TpadekysipHblil unaexc (TKH),
CBHJETENILCTBYIOIUHI O COCTOSIHUM KOCTHOM MHKPOapXUTEK-
ToHHUKH. [Toutn y 50% GOMBHBIX OH OBUTO PE3KO CHIKEH U Y
39% — ymepeHHo, TobKo 16% nannueHToB IpoJeMOHCTPUPO-
BaJIM HOPMaJIbHBIE 1TOKa3aTesu (2). DTO MHOATBEPIKAAET MHE-
Hue, uto npu ['KO mpexzie Bcero crpasaeT KauecTBO KOCTH.
Perpeccronblii aHanu3 ToOKa3al, YTO HaHOOJiee CHIBHBIM
MIPEAUKTOPOM TIEPETOMOB SIBIISIETCS BBICOKAsI SKCKPELHs KOP-
TH30J1a C MOUYOH.

ITpu u3yueHun MapKepoB KOCTHOTO MeTab0IU3Ma U KOM-
HOHEHTOB Wnt-CUI'Haa OATBEPKICHO MIPEUMYIIECTBEHHOE
CHIDKEHHE (DYHKIUH 0CTE00IacTOB (HU3KHUH YPOBEHb OCTEO-

KaJIbIIMHA, CHIIHO KOPPENUPYIOINil ¢ aKTHBHOCTBIO THITEP-
KOPTUIM3Ma), HapylleHne (PyHKIHUU OCTEOLMTOB (BBICOKHE
3HaueHus ckiiepoctuHa) (3,4). He Habnronanock n3MeHeHn |
KJIaCCHYEeCKUX MapkepoB KocTHOW pe3opOumn(CTx). OmHa-
KO TIPH U3YYEHHUHU COJCPIKAHUS JIM30COMAJIBHOTO (epMEeHTa
kocTtHOM TkaHu Karencuna K BbIsIBI€HO ero 3Haummoe mo-
BBIIIICHHE B CPAaBHEHHH C KOHTPOJIEM, YTO MOXKET CBUICTEIb-
CTBOBATb 00 YCUJIEHUM (DPYHKIIMH OCTEOKIACTOB M pa3odlie-
HUH KOCTHOTO MeTabonu3ma ripu OI.

JInst akpoMeranuu Mpeke BCEro XapaKTepHO IMOopaxe-
HHUE CycTaBoOB, HaOmonaromeecs y74-95% nauneHToB B ak-
TUBHOU craaun Oone3Hu. Tem He MeHee Ha (POHE HOPMATIb-
Hoit MIIK gactora mepemoMoB KocTelt 3HaYUMO Yarle, 4eM B
KOHTpPOJIbHBIX Tpyrnnax. KocTHbIi 00OMEH NpH akpoMerainu
XapaKTepH3yeTcs YCKOPEHHEM KaK KOCTeoOpa3oBaHUS, TaK
u pesopoumu (5). [lpeaukropamMu meperoMoB MOTYT OBITh
AKTUBHOCTb U TPOJOJDKUTEIBHOCTh aKPOMETalluK, HAIN4Ue
JUTUTENBHO HE JICYEHHOTO THIIOTOHAIM3MA.

DH/IOTEHHBIA TUIIEPKOPTHIN3M aCCOLMUPOBAH C THIIO-
KaJMEeMHEeH, C pa3BUTHEM TUIIOrOHAM3Ma, Ie(UIUTA BUTA-
muHa D n D-ropmona, a taxke co camwkennem UP®1. Cun-
YKEHHE ITUX MOKa3arelield, B CBOI0 OUepe/b, MOXKET CITY)KHTh
MPUYUHON OTPHUIIATENIHLHOTO BIUSIHUS HA MBIIIILY, YTO MPUBO-
JIT K Oostee BEICOKOMY PHCKY MaJeHUH y TAKHX MallMeHTOB

[lpu akpomeranuu, HaPOTHB, MPOHCXOIUT THUIEPTPO-
(busT MBIIIEYHBIX BOJIOKOH, KOTOPasi, OHAKO, HE MPUBOIHUT K
YBEIMYECHUIO CHIIBI COKpamieHust Mpimm. bonee Toro, Bo3-
MOYXHO Pa3BHUTHE MBIIICYHOW CIabOCTH, YTO MOXKET OBITh
CBSI3aHO C 3aTPYJHEHUEM KPOBOCHAOKEHHUSI THIEPTPOPHUPO-
BaHHBIX MBIIICYHBIX BOJIOKOH ¢ ()OPMHPOBAHUEM XPOHHYE-
CKOM T'MITOKCHUH.
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