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OBOCHOBAHME. Onyxonb-vHayuMpoBaHHasa ocTeomanauma — 3To pefkoe npuobpeTeHHoe 3aboneBaHue, NPOABAAI0-
weecs runodpocdateMmyeckorn octeoMansaumen, CBA3aHHON C U3ObITOYHON ceKpeLlneln dpakTopa pocta pubpobnactos 23
(OP®D23). DPD23 B HOpMe CeKpeTUpyeTCcAa KOCTHOW TKaHbto (ocTeoumTamm) 1 perynupyet obmeH docdopa, cnocobcTays ero
BbIBELEHMIO MOYKAMU, TO €CTb ABMAETCA HEKTACCUYECKNM FOPMOHOM.

LIEJIb. MNpeacTaBneHne KNMHUYECKOTO ONbITa NO AMArHOCTMKE, NeYeHnio U peabunutaumy NaumeHToB C ONyxXonb-MHAYLN-
pOBaHHOW oCTeOManALmen.

MATEPUAJIbl U METOAbI. B HabniogeHne 6binn BKAoueHbl 40 NauMeHTOB C KIMHUYECKU AMarHOCTUPOBaHHOW ony-
XONb-UHAYLMPOBaHHOW ocTeomanaumen, y 34 13 KoTopbix onyxosb 6bi1a noKann3osaHa, 27 npoonepupoBaHbl 1 21 gocTur-
NN CTOMKOWN peMNCCUN.

PE3YJIbTATbI. MegunaHa Bo3pacTta coctaBuna 48 [41; 63] neT Ha MOMEHT AnarHOCTUKK, 43% NaLneHTOB — MYXUUHbI, Bpe-
M OT MepBbIX CUMNTOMOB [0 YCTaHOBNEHMA AnarHo3a coctasuno 8 [4; 10] net. JlabopaTopHO y NauueHToOB OTMeYanucb
runogpocdatemma — 0,47 [0,4; 0,53] MMonb/N, CHMXKEHME NHAeKca peabcopbunn dochatoB — 62 [52; 67]% 1 NoBblEHNE
aKTUBHOCTU WenoyHon docdatasbl — 183 [112; 294] En/n. Ha MOMEHT ycTaHOBNEHNA AnarHo3a BCe NaunueHTbl MMenn MHo-
XKeCTBEHHbIe MaToOMIOrMYecKkne nepenomMbl, nepeaBuraTbCs NOMHOCTbIO CaMOCTOATENIbHO Moy Nnwb 10%, Npu 3ToM BCe
NCNbITbiBanu 60neBo CMHAPOM, B TOM uncne 77,5% 60nbHbIX oxapakTepur3oBanu 60nb Bbiwe 8 6annos (no 10-6annbHom
wkane). Cpei METOAOB, UCMOMNb3yeMbIX AnA 0OHapYyXeHNA onyxonen, cambiMy YyBCTBUTENbHbBIMY OKa3anncb CLMHTUIpa-
du1A ¢ TEKTPOTULOM C OAHOPOTOHHOM SMUCCUOHHOW KOMMNbIOTEPHON TOMOrpaduein, COBMELLEHHON C KOMMbIOTEPHOWN TOMO-
rpaduen (OOIKT/KT) — 71,4% (20/28) 1 marHUTHO-pe30oHaHcHol Tomorpaduert (MPT) — 90% (18/20). B 35% cnyvaes ony-
X0nb 6bina NoKanr3oBaHa B MAMKUX TKaHAX U B 65% — B KOCTHOW TKaHW; Npu 3ToM Hanbosee 4acto onyxonb BbiABNAANACb
B HVUXKHUX KOHEYHOCTSAX, Aanee No yacToTe c/iefoBasa iokanmsauuma B ronose. Y 18 us 40 nauneHTOB B HacToALLee BpeMsA
OTCYTCTBYET PEMUCCUA, 1 OHM NOJTyYaloT KOHCepBaTBHOe neveHne (Npenapatbl dochopa n anbdakanbumgon (n=15) n 6y-
pocymab (n=3)). B cnyuae goctmxeHna pemmccum (n=21) Habnioganncb perpecc KNIMHUYECKON CUMNTOMATUKWN U BOCCTaHOB-
neHne KOCTHOW U MbllleyHoMn Macchbl. LLinpokoe ncceyeHne onyxonu 6e3 npeasapuTenbHON 61UONCMM NPUBOAMIO K Havnyuy-
Lwemy rnpoueHTy pemmuccun — 87%.

3AKJIIOYEHUME. Onyxonb-uHAyLMpoBaHHaA ocTeoManauua Hanbonee 4yacTo BCTpeyaeTca y NuL cpefHell BO3pacTHOM
rpynmnbl, XapakTepur3yeTca TAXKeNbIM MOPaXXeHNeM KOCTHOW 1N MbILLIEYHOW TKaHW C Pa3BUTEM MHOXECTBEHHbIX NepesioMoB,
MblLeYHOoW cnabocTn 1 BbipaxkeHHOro 6bonesoro cuHapoma. MNpu nabopaTopHo fruarHocTuke cnegyer obpallatb BHUMa-
Hue Ha runodocdateMuio, CHUXKeHKEe nHaeKca peabcopbumm GochaToB 1 NOBbLILLEHHYIO aKTUBHOCTb LesiouHomn docdaTasbl.
MpumeHeHne MeTof0B GYHKLMOHANBbHOM ANAarHOCTMKM C NpenapaTamu, CBA3bIBAOLWMUMKCA C peLenTopammy COMaToCcTaTuHa
2A nogTuna, u MPT ¢ KOHTPaCTHbIM yCUNeHUeM ABNATCA Hanbonee TOUHbIMI MeTOAaMK TOMMYECKON ANarHOCTUKN. B cny-
yae JIoKanmsaumy onyxonv pekomeHyeTca LWMPOKoe ncceveHvie 6e3 npenBaputenbHomn Groncun.

KJTIOYEBBIE CJIOBA: 2unogocchamemus; pocop; ocmeomansayus; onyxosns; ODPO23; ocmeonopos, napamupeoudHsiti 2opmoH (I1TT).
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INTRODUCTION: Tumor-induced osteomalacia is an acquired rare disease manifested by hypophosphatemic osteomalacia
due to excessive secretion of fibroblast growth factor 23 (FGF23). FGF 23 is a non-classical hormone secreted by bone tissue
(osteocytes) and regulates phosphorus metabolism.

The aim of this work is to present clinical experience in the diagnosis, treatment and rehabilitation of patients with tumor-in-
duced osteomalacia.

MATERIALS AND METHODS: 40 patients with clinically-confirmed tumor-induced osteomalacia were included in the study,
34 of whom had the tumor localized, 27 underwent surgical treatment and 21 achieved stable remission.

RESULTS: The median age was 48 [41; 63] years, 43% were men, the time left from the the onset of the disease was
8 [4; 10] years. Biochemical findings were hypophosphatemia 0.47 [0.4; 0.53] mmol/l, a decrease in the tubular reabsorp-
tion phosphate 62 [52; 67]%, and an increase in alkaline phosphatase of 183 [112; 294] units/l. At the time of diagnosis,
100% had multiple pathological fractures, only 10% could move independently, and 77.5% classified the pain as unbearable
(8-10 points according to the 10-point pain syndrome scale ). Among the methods used to detect tumors, the most sensitive
were scintigraphy with tectrotide with SPECT/CT 71.4% (20/28) and MRI 90% (18/20). In 35% of cases, the tumor was local-
ized in soft tissues and in 65% in bone tissue; The tumor was most often detected in the lower extremities, followed by the
head in frequency of localization. 18 patients currently have no remission and they receive conservative treatment (phos-
phorus and alfacalcidol n=15 and burosumab n=3). In case of achieving remission (n=21), regression of clinical symptoms
and restoration of bone and muscle mass was observed. Extensive excision of the tumor without prior biopsy resulted in the
best percentage of remission — 87%.

CONCLUSION: Tumor-induced osteomalacia is characterized by severe damage to bone and muscle tissue with the devel-
opment of multiple fractures, muscle weakness and severe pain syndrome. In laboratory diagnostics, attention should be
paid to hypophosphatemia, a decrease in the tubular reabsorption phosphate index and increased alkaline phosphatase.
The use of functional diagnostic methods with a labeled somatostatin analogue to the subtype 2 receptor and MRI with con-
trast enhancement are the most accurate methods of topical diagnostics. In case of localization of the tumor, a wide excision

without a preliminary biopsy is recommended.

KEYWORDS: hypophosphatemia; phosphorus; osteomalacia; tumor; FGF23; osteoporosis; parathyroid hormone; (PTH).

BBEJEHUE

Onyxonb-uHAyuMpoBaHHaa oCTeoManAuusa — pepgkoe
npuobpeTeHHoe 3aboneBaHue, NposBsAwLeeca rMnopoc-
daTemuein u CBA3AHHBIMU C HEW OCNTOXKHEHUAMU. [TprurHON
anaeTca  pochaTypuyeckas Me3eHXMMaJSIbHas OMyXosb
(OMO), koTopas cekpeTnpyeT PpakTop pocTta ¢pnubpobnactos
23 (OP®23) [1]. DPD®23 obnagaeT SHAOKPUHHBIMUW CBOMCTBA-
MU 1 NpUBOAUT K noTepe $ocdaToB yepes NouKy, a TakxKe
CHWXXEHUIO BbIPAabOTKM U ycuneHno Katabonuama 1,25-au-
rmgpokcuBrtamuHa D [2]. Y 3gopoBoro yenoBeka Crocoo-
HoCTblo cekpeTupoBaTb OPM23 obnagatot octeountsl. Ony-
XOJN TeTePOreHHbl, HO UX OOBEAUHSIIOT Me3eHXMaNIbHOe
NPOUCXOXKAEHNE, A TaKXKe CrMOCOOHOCTb CEeKpeTMpoBaTb
OP®23 [3-5]. Tunepcekpeumna OPD23 onncaHa gns paga fo-
O6poKayecTBEHHbIX (aTepoma, remaHruonepuumMToMa 1 ap.)
[6-10] n, pexe, 3nO0KayeCTBEHHbIX (paK NpeacTaTeNbHOM Xe-
ne3sbl, pak MOJIOYHOWN »Kene3bl, aHanIaCTUYeCK pak WnTo-
BUOHOW »enes3bl, pak TONCTOW KULWKK, MENIKOKIETOUYHbIN pak
nerkoro) onyxonen [1, 11-18].

PacnpocTpaHeHHOCTb 13-3a peaKoCTM CllyYyaeB Usyye-
Ha HepoCTaTouyHo. B 2022 r. Bbllen mMeTaaHanus, oobvean-
HALWWI KNWHUYecKoe onncaHne 1725 cnyyaes co Bcero
mupa [19], cornacHo KOTOPOMY Yy My>KUMH 3aboneBaHue pe-
rMCTPUPOBAJIOCH Yalle U NPOTEKasNio ¢ 6obWNUM KoNnye-
CTBOM NEPENIOMOB, YEM Y XKeHLWKH. 3aboneBaemMoCcTb ony-
XOJb-MHAYLMPOBAHHOWN OCTeoMansaumen 6bina oueHeHa
B2015r. B AnoHnun [20] u coctaBmna 0,04:100 000 yenosek
B rofl, YTO HAMHOIO peXe, YemM 3ab60IeBaEMOCTb CXOXUM
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Mo KAWHUYECKOW KapTuHe X-cuemnnieHHbiM runodocdat-
HbiM paxuTtom (XLH), koTopasa coctaBnaet 5:100 000 HoBoO-
poXxAeHHbIX [21]. Heo6xoaMMo OTMETUTb CNOPaAUYHOCTD
NpOCNeKTUBHbIX nccnegoBaHun OPM23-cekpeTmpyrowmx
onyxonen B MUPOBOW MpPaKTUKe U Hebosbluve pa3mMepbl
BbIOOPOK, UTO MopyepKrMBaeT 3HAYMMOCTb 3Tol pabo-
Tbl [22-28]. OnyxoneBasa ocTeomManALuA BCTpeyaeTcsa, Kak
npaBuiio, BO B3POCJIOM BO3pacTe u TpebyeT TwaTenbHOM
anddepeHUnanbHOM AMArHOCTUKMN.

3aboneBaHne NpoTeKaeT TAXKENO 3a CYeT runepce-
Kpeuun OPDO23. Bo3MoOXHO MeTacTa3MpoBaHUe B Ciyyae
NoBpeXAeHNSA LeNoCTHOCTM 06pa3oBaHMA. Y NauneHToB
HabnogaloTCa BblpaXkeHHble 60/ B KOCTAX (Ao 99,3%),
MHOXeCTBeHHble nepenombl (4o  79%), yMeHbLlue-
Hue B pocTe (o 69%), reHepann3oBaHHasas MUOMaTUA
(mo 65%), a Takxe pap HecneundUyeckmx CUMMMNTOMOB
[1-3, 22, 23]. 3ab6oneBaHue MarHOCTUPYETCA B CPpeHEM
cnycTta 4-8 net nocsie Hayana CUMMNTOMOB. DTO CBA3aHO
C HeckonbKumun ¢aktopamiu. Bo-nepsbix, pegkoe onpe-
feneHve ypoBHsa pocdopa B KpoBu. Bo-BTOpbIX, BO BCEM
MUpe OTMevyaeTcA HU3Kasa OCBEAOMIEHHOCTb Bpayven
o OP®23-onyxonax. B-tpeTbux, HecneyndUUHOCTb CUM-
NTOMOB YCNOXHSAET ANarHocTuKy. B-uetsepTbix, n3mepe-
Hue OP®23 B CbiIBOPOTKE AOCTYMHO NKLb B OrPaHNYeH-
HOM yuncne cTpaH [3, 24, 25].

Momnmo No3gHen oMarHOCTUKIN, OCTAeTCA 3HAUUTENbHOE
KONMYECTBO HEpPELLEHHDbIX KIIMHMYECKMX Npobiem, CBA3aH-
HbIX C TPYOHOCTAMU fOoKanu3auum obpa3oBaHuii U OTCYT-
CTBMEM KNMHMYECKUX PEKOMEHZALNI MO IeYeHNIO.
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Jlokanusauma onyxonen, npogyumpyowmx OPD23,
CTPOWTCA MO3TarNHO U BKJOYAeT (PYHKLMOHAJIbHYIO, aHa-
TOMMYECKYIO BM3Yyanu3auuio 1, Npyu BO3MOXKHOCTHW, Cenek-
TUBHBIN 3a00p KPOBU C OMNpeAesnieHnemM KOHLEeHTpauui
OP®23. Ana dyHKUMOHANbHOW BM3yanv3aumm nNpruMeHAIoT
MEeTOAbl, OCHOBAaHHbIE HAa CPOACTBE AMArHOCTUYECKMX pa-
anodapmnpenapatoB (POM) K onyxoneBbiM peLenTopam
(comaTocTatnHoBble 2A Tuna SSTR2A): cunHturpadus c PO
(99mTc-tektpotng, 111In-okTpeoTna) nMbGO MO3UTPOH-
HO-2MMCCUOHHaA Tomorpadua (MIT, MIT/KT) ¢ PO (conn
ranua: Ga DOTATATE/DOTATOC/DOTANOC) [26, 27]. lWnpo-
KO MCnosnb3yemblii NpenapaTt Aas noncka HoBoobpas3oBsa-
Hun — 18F-¢pTopaesokcurniokosa (18F-OLIN) — He nokasan
yCnelHbIX pe3ynsTaTtoB B gnarHocTnke OPDO23-onyxonen.
Wcnonb3oBaHune 18F-O obnagaet MeHbLUel YyBCTBUTENb-
HOCTbIO MO CPaBHEHMIO CO CUUHTUTPadUeNn, a NyULnm B13y-
anusnpyowmm metogom cumtaetca MNIT/KT ¢ Ga DOTATATE
[26, 27]. Takxe oTmeTuM, uTto 21% oOmnyxonewm He UMEIT
Ha CBOeW MoBepxHOCTU peuenTopoB SSTR2A, a 3HauuT, nx
MOWUCK Ha AaHHbIA MOMEHT 3aTpygHeH [1, 2]. lna aHaToMu-
Yyeckolm Bu3yanusauuuv, B 3aBUCMMOCTW OT PacrosioxeHus
1 NpUpOabl ONYyXONn, MPUMEHSAIOT MarHUTHO-PEe30HaHCHYIO
Tomorpaduio (MPT), MynbTUCNUPanbHYO KOMIMbIOTEPHYIO
Tomorpaduio (MCKT), ynbTpassykoBoe nccnegosaHme (Y3U).
CenekTVBHbIN 3a00p KPOBYK C OnpeaeneHnemM KOHLEHTpa-
unn OPD23 Obin NpeasiokeH Kak BAPWAHT OWArHOCTUKU
B COMHUTESIbHBIX CJIyYasix U y»Ke MoKasan cBoio 3dpdeKTums-
HOCTb [28, 29].

MNpwv nosTanHOM NoAxXoAe yaaeTcA ANarHoCTMPOBaThb OKO-
no 70% onyxonetii [1, 2], a kKOMOMHALMA Pa3NNYHbIX METOAOB
BM3yanu3aunm C CeNneKTMBHbIM 3a60pOM KpPOBM, BEPOATHO,
Morna 6bl NOBbICUTb YyBCTBUTENbHOCTb. U3 1725 onucah-
HbIX B MMpe CllyyaeB onyxonu Obinuv BbiasneHbl y 1493 (87%)
nauveHToB [19]. O6pa3oBaHUsA OOHAPYKMBAKOTCA B MATKUX
TKaHAX (55%) mnn B KocTax (45%) nobon nokanmsaumu.
Yale nopakaloTca HUXKHME KOHEYHOCTH, FO10Ba 1 CYCTaBbl.
Pasmepbl Hebonbwwme n coctaBnAlT 1-2 cm [30].

MonHoe nsneyeHre nNayneHTa BO3MOXKHO B Cllyyae pa-
OVKaNbHOrO ydaneHua Onyxosnu, B OTAMYMe OT BPOXKAEH-
HbIX Ppopm ocTeomansaumm [30, 31]. OTcyTCTBME pemmuccuu
HabniogaeTca NpyY HEBO3MOXXHOCTU YAanuTb MaTonoruye-
CKWI oyar, a peunaunBbl BCTPEYaTCA NP HepagnKanbHOM
XVIPYPruyeckoM JIeYeHn U ManurHm3auum obpa3oBaHus.
B Takux cnyyasax nokasaHa MeanKaMeHTO3Hasa Tepanus.

MporHo3 nocsie NOCTaHOBKM AMArHo3a B OCHOBHOM 3aBU-
CUT OT NOKanM3aLmnm onyxonu, CTeneHn 310KkayecTBEHHOCTU
n cTpatermm nevenunsa [1, 32]. KoHcepBaTBHanA Tepanua (ak-
TUBHbIE N HaTUBHble GOPMbl BUTaMUHa D, a Mo nokasaHuam
npenapatbl docdopa) HazHayaeTcs, eCM OMyXoJib Heore-
pabenbHa UM He NOKanM30BaHa, a TakXKe NPU NoAroToBKe
K onepaTMBHOMY neyeHuto. OgHaKo 3T flekapcTBa MOryT
NPUBOAUTb K BTOPUYHOMY U TPETUYHOMY ruMnepnapaTtupe-
03y, a 3aTeM K XPOHMYECKON MOYEeYHOWN HeJoCTaTOMHOCTU
[33]. 3a pybexxom pa3paboTaH 1 npumeHsaeTca npenapat by-
pocymab, ABAAIOWMIACA YeNIOBEYECKNM MOHOKJIOHAbHbIM
aHTuTenom Kk OPMO23.

LENDb
Uenblo HacToAwen paboTbl CTan aHann3 KIMHUYECKUX

NPOABIEHN, NabOPATOPHBIX N3MEHEHUN N AUArHOCTUYe-
CKNX BO3MOXHOCTEN MeTo0B Niokanusauum GMO.
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MATEPUAJIbl U METOAbl

Mectom BpemMsA npoBeaeHNA nccnegqoBaHna

MpoBegeHO HeCpaBHUTEIbHOE MPOCMNEKTUBHOE Of-
HOLIEHTPOBOE WCC/elOBaHNE MaLUeHTOB, 0OpaTUBLLMXCA
3a MeanUMHCKon nomoubto € 2016 no 2022 rr. UICToOYHMKamun
nHdopMaLUn ABAANKCL AaHHble 06CNefoBaHUs U aHKeTU-
pPOBaHUs NMaLMEHTOB, a TakXe MeMLUHCKas JOKYMeHTauums
(nctopun 6onesHen n ambynaTopHble KapTbl).

Kpumepuu 8K/1104eHUA: MY>KCKOW U >KeHCKUI NOS, BO3pacT
6onee 18 net, KNUHUYecKUn grarHo3 «PocponeHmyeckas
dopma ocTeomanaumMm onyxoneBoro reHesa» (E83.3 Hapy-
WweHus obmeHa pocdopa nnu M83.8 [pyras octeomanaumsa
y B3pocnbix). [lnarHo3 yctaHaBnAMBasnca npu COBOKYMHOCTY
TUMWYHBIX KITMHUYECKMX, TAOOPATOPHbBIX Y MHCTPYMEHTaNb-
HbiX nNpusHakoB OPO23-npogyuupytowent onyxonu [1, 34],
NPV UCKITIYEHMM VHbIX NPUYKH notepu ¢ocdaTos.

Kpumepuu ucknoueHus: rmnopocdatemmyeckas ocTeo-
Manauus, Bbi3BaHHAs ApPYrvMy npuyrHamu. Mckniovyanmcs
MaumeHTbl C OCTPbIMU COCTOSHUAMMU (anKanos, auupaos, nepe-
[O3VPOBKa VIHCYJIMHOM, AEKOMMEHCPOBAHHDbIV CaxapHbI
[AVabeT, CUHAPOM «rOJIOAHbIX KOCTeN», pedUaNHI-CUHAPOM,
LUMPPO3, OCTpas MoYeyHas U MeyeHOUYHas HefoCTaTou-
HocTb); notepamn docdopa ¢ moyol (cuHapom DaHKOHM,
MepBUYHbIN FMMNepnapaTupeos); HapyLweHusaMu abcopbuum
docdopa B XKKT (ankoronusm, manbabcopbuumsa, npuem aH-
Tauungos, 4edbuLUT NUTAHWA); BbIPaXKeHHbIM AedbULUTOM BU-
TamuHa D; nekapctBeHHol runodocdatemment, Bbi3BaHHOM
BHYTPVIBEHHbIM BBEAEHMEM MpenapaToB Kenesa; Hacnesd-
CTBEHHbIMU paxuTamu; 3aboneBaHNAMY KPOBU.
Cobupanacb uHPopMauMsa U OLEHUBANUCb Cregylolne
NpU3HaKm.

1. O6Lwue xapaKkTepUCTVKN NaumeHToB. Bospact, non, Bpems
OT MOABMIEHNA CMMTOMOB 3ab051EBaHUNA [0 YCTaHOBIEHUS
AvarHosa (B rogax), pocT, Macca Tena, UHAEKC Maccbl Tena,
HacnenCcTBeHHOCTb MO 3a601eBaHUAM KOCTE 1 MOYeEK.

2. KauectBO XM3HW. [IPOBOAUNOCH aHKETVMPOBaHME NaLYEHTOB.
Wcnonb3oBanca EBponenckuin onpocHrK OLEeHKN KavecTBa
»wu3Hu (European Quality of Life Questionnaire) (EQ-5D), roe
3 6Ganna 03HaYanIU «BblPAXKEHHbIE HAPYLLUEHWAY, 2 — «yMe-
PEeHHbIe HapyLLeHUsl», 1 — «HeT HapyLueHWy. OueHrBanachb
BM3yanbHasA aHanorosas 10-6annbHan Wwkana 6onu.

3. JlabopaTopHble TeCTbl. B KpoBU M3MepANNCb KOHLEHTPA-
unn pochopa HeEOPraHMYECKOro, KpeaTnHMHa, Kanbuus
CbIBOPOTKY, anbbyMmHa CbIBOPOTKM, aKTUBHOCTb Lie-
nouyHon c¢ocdartasbl Ha annapate Abbott ARCHITECT,
pacuyeT KanbLMA CKOPPEKTUPOBAHHOrO Ha anbOyMuH
no ¢dopmyne: N3MEPEHHbIN YPOBEHb KanbLUs Mia3mbl
(Mmonb/n) + 0,02x(40 - M3MepeHHbI YPOBEHb anbby-
MVHa nnasmbl (r/n)), ypoBHW WHTAKTHOroO MnapaTnpeo-
nagHoro ropmoHa (MTr), octeokanbumHa, C-KOHLEBOrO
Tenonentuga konnareHa 1 tuna (Ctx) MmeTogom sneKkTpo-
XEMWIIOMUHECLIEHTHOTO aHanu3a Ha annapate Cobas
Pow, 25-rmgpokcmutammHa D (25(0OH)D) LIAISON XL
(DiaSorin). B moue onpegenanu KoHueHTpauum ¢ocdo-
pa, KpeatuHuHa (Abbott ARCHITECT). MpousBoaunncs
pacueTt CKO no ¢popmyne CKD-EPI, pacuet nHaekca Tyby-
nspHon peabcopbunm docdartos no popmyne:

docop pa3oBoit Moun KPeaTvHUH nnasmbl
&Monb/n) n1bo CbIBOPOTKI (MMONB/M)
1= (( - ) x ( ))| x 100
KpeaTuHUH pa3oBoil Mouy docdop nnazmbl
(Mmonb/n) 160 CbIBOPOTKM (MMONb/N)
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Busyanusmpytowme Tectol. M3T/KT ¢ 68Gallium-
DOTATOC/DOTATATE, COMaTOCTaTUH-peLenTopHas
cunHTUrpadua ¢ Tektpotrgom, MCKT, MPT.
Xunpypruyeckoe neyeHue. CreneHb pesekumn (LUMPOKas,
KpaeBasi, BbICKabNMBaHMeE), HanmumMe MeCTHbIX peuunan-
BOB, OTAANEHHbIX MeTacTa30B, MOBTOPHbIE OnepaLu.
KoHcepBaTmBHaa Tepanus. [Mpuem npenapaTtoB akTuB-
HbIX MeTabonutoB BuTamMmHa D, HaTUBHbI BUTamMuH D,
npenapatbl ¢ocdopa, Nnpenapatbl Kanbums, bypocymab;
[03bl, ANUTENbHOCTb NprYemMa.

KocTHaa cnctema. Hannume, Konuyectso, cTeneHb, no-
Kanusauusa nepenomoB, rncesgonepenomos, gedopma-
LU CKeNneTa; CHUXKEHNE B POCTe 3a »M3Hb (B CM); NOKa-
3aTeNnn PEHTreHOBCKOW AeHCUTOMETPUN (MMHepanbHas
MAOTHOCTb KOCTHOW Macchl, T/Z-score, TBS) Ha annapate
GE Lunar iDXA.

MbiweyHaa macca. JuarHOCTUKy CapKomneHun BbINoJi-
HAMM C MOMOLLbI0O METOAMKM, PeKoMeHfoBaHHoW EBpo-
nenckon pabouei rpynno Mo M3yYyeHUo CapKOMeHUn
(EWGSOP) [5]. OueHnBaloT MbILLEYHYIO MacCy, CuUny 1 pa-
60TOCMOCOOHOCTb. [ANA OLUEHKM MacCbl CKENETHbIX MbILLL
MCMNONb30BaNy PEHTITEHOBCKYK AEHCUTOMETPUIO C OLIeH-
KOW MHAEKCa cKeneTHbIX MbiwwL, (ASMI v MACM) B Kr/m>.

OPUTMHAJIbHOE NCCNEAOBAHUME

HopmanbHol BenMuuHONM cunTany Ana MyxuvH Gonee
7,25 Kr/M?, AnA eHWwmH — 6onee 5,45 kr/m’. Cuny mbily
onpeaenany C NOMOLLbIO KUCTEBOTO AAMHAMOMETPa C pyuy-
HbiM 3axBaTom (METEOH-34090). M3mepeHns BbinonHe-
Hbl Ha 0beunx pykax. 3a pe3ynbTaT NPUHMMaNM cpefHee
3HayeHme Tpex nocnefoBaTenbHbIX M3MepeHun. Hop-
MasibHOW BEAIYNHOWN MbILLEYHOW CUJIbl CUUTANN BN1A MYXK-
UnH — 6onee 27 Kr, AnA XKeHWuH — 6onee 16 Kr. PaboTo-
CNoCcoBHOCTb OLIEHMBANACh C NMOMOLLbIO TecTa ¢ Xoabbon
Ha KOpOTKOe paccTosiHue (4 m). Mo HopmanbHow paboTo-
CNMOCOBHOCTBIO MbILLL, MOHMMAN CKOPOCTb X0AbObI He Me-
Hee 0,8 M/C KaK Ana My>KUYuH, TaK 1 AnA XeHWwmH. CHmKe-
HME TOJIbKO MbILLIEYHOW CWJIbl CKENETHOW MYCKynaTypbl
CBUAETENbCTBOBANO O BbICOKOW BEPOATHOCTM Hannuus
y nauueHTa capkonenun (probable sarcopenia — npeg-
nonaraemas capkoneHus). [lna nogreepxaeHna guarHo-
3a HeoOX0AVMO OblIO COYETAHME CHIVIKEHUS MbILLIEYHON
cunbl ckeneTHom myckynatypbl  MACM. OgHoBpemeHHoe
cHuxeHre WACM, mbliweyHom cunbl 1 paboTocnocobHo-
CTW CKeNIeTHOW MYCKYNaTypbl CBUAETENIbCTBOBANO O HaNW-
YUK TAXKENOWM capKkoneHun [5].

Bbroxnmnueckon pemmuccmnen cymtanocb OTCyTCTBUE TU-
nodocdatemun B TeueHre 12 mec.

MaumeHTbl C KNNHMYECKN

ONarHoCTMPOBAHHON
OMO (n=40)
Onyxonb Onyxonb
BblAB/IEHA He BblsiB/iEHa
n=34 n=6
A A
Xupypruyeckoe MegvikameHTO3HOE
neyeHwune nieyeHune
n=20 y ¢
OcTaTouHasi TKaHb /
MeCTHbIN peunans MeTafTa?’ bl
n=3
n=4
| n=6 n=1
¥ n=2
MNoBTopHas
onepauus
n=2
n=1 n=1
Y Y Y A4 \ \ A Y
brnoxnmmnueckas .
pemnccus OTcyTCcTBME pemuccnmn; MeKaMeHTO3Hoe fledeHne, n=18 JleTanbHbIN cxop
n=>1 (Bypocymab n=3) n=1

PucyHok 1. PacnpefieneHvie naurveHToB B XoAe uccienoBanus. Habnoganvcb 40 nauneHToB, 1 21 13 HAX BOCTUMN PEMUCCUN.
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MokasaTens Bce naymeHTbI My>KunHbl KeHwWwmHbI
(n=40) (n=17) (n=23)
Bospacrt, net 48 [41; 63] 47 [43; 58] 50 [41; 65]
Poct, cm 157 [148; 166] 173 [165; 178] 150 [147; 154]
Bec, kr 77 [51; 84] 82 [78; 98] 60 [48; 77]
NMT, kr/m? 28[22;33] 28 [25; 30] 24[22;33]
InuTtenbHocTb 3aboneBaHus, net 8[4;10] 8[4;10] 8 [3,5; 10]

MpumevaHwne. laHHble NnpeacTasneHbl B Buae Me [Q1; Q3].

AHanus faHHbIX NPOU3BOAMIICA B NakKeTe CcTaTUCTUYe-
ckux nporpamm IBM SPSS Statistics Base (SPSS, CLLA). Onu-
caTenbHaA CTaTUCTUKA: pacnpepeneHne KONmMYeCcTBEHHbIX
NPV3HAKOB CYMTANOChb HOPMasbHbIM, €C/IN NO pesyfbTa-
TaM pacuyeTa Kputepues Konmoroposa-CmupHoBa u Lla-
nMpo-Yunka otmeyanucb 3HauyeHua p>0,05. MMockonbky
KONMYeCTBEHHblE MPU3HaKyM ObinyM pacnpepeneHbl He-
HOpPManbHO, TO AN ONMCATeNbHON CTAaTUCTMKU AaHHble
npeacTaBfieHbl B Bue MmeanaHbl n 1-ro, 3-ro KBaptunien.
KauecTBeHHble MapameTpbl NpeAcTaB/ieHbl B MPOLEHTaXx.
[nAa OUEeHKN WM3MEHEHMW KONMMYECTBEHHbIX NapameTpoB
B HE3aBMCMMbIX BblOOPKaX, MMEKLWNX HernpaBuibHoe
pacnpegeneHvie nepemeHHbIX, UCMOJIb30Banca KpUtTepumn
MaHHa-YuTHuW. Paznuuna mexay ABymA rpynnamu, Umeto-
WMMM HOPMaNbHOE pacnpeaeneHmne, CpaBHUBANUCH C NO-
moulblo t-kputepua CTblogeHTa. [1na cpaBHeHMA napame-
TPOB B 3aBUCUMbIX BbIGOPKaXx, He MOAUUHSIOLLMXCA 3aKOHY
HOpPManbHOro pacnpefeneHns, UCNONb3OBaNCA KpuTe-
puin BunkokcoHa. Pasnuuua mexpay AByMA uUAn Tpems
rpynnamm CpaBHUBANUCh C MOMOLLbIO TOYHOIO KpUTepus
Ouwepa. Pasnuuma nokasatenem cuymTanucb CTaTUCTU-
YeCKU 3HAYMMbIMU NPY YPOBHE 3HAYMMOCTU (P) MeHbLLe
0,05. NccnepgoBaHune 6b1710 0J06PEHO NOKaNbHbIM 3TUYe-
CKMM KOMUTETOM.

PE3YJIbTATDI

3a nepuog HabnwogeHua AnarHo3 ¢ochoneHnYecKkon
octeomManauun sepruduryuposaH y 40 nayueHTos. Onyxonb
BbiABNEHa y 34 yenoBek (85%), n 27 (79%) nopBeprnncb
XMpypruyeckomy neyeHuio, a 21 (78%) u3 HMx gocturnu pe-
muccum (puc. 1).

3a BpemAa uMccnegoBaHMA 3aperucTpupoBaH 1 cnyvan
CMepTK, KOraa nauMeHTKa CKOHYanacb OT fblXxaTeNbHOM He-
[LOCTAaTOUYHOCTY BBMAY BblpaXXeHHOW aedopmaunv rpygHom
KneTkn, n 1 cyyan >KM3Heyrpoxatowero remonmsa spu-
TPOUWTOB C ypoBHeM remornobrHa 37 r/n, notpeboBaBLwniA
CPOYHOrO nepennBaHuA KpoBu. Ha MOMEHT nocneHero Bu-
3uTa 18 naumeHToB (45%) neynnmcb KOHCEPBATUBHO, B TOM
yncne 3 naumeHTa nonyyanu bypocymab.

O6wue XxapaKTepucTUK NayeHToB

Bospact (Me [Q1; Q3]) Ha MOMEHT 06CNieloBaHMA COCTa-
Bun 48 [41; 63] neT (MuH. 19; makc. 73 roga). CemHaauaTtb na-
uneHToB (43%) — My>KunHbl. Bpema oT noAaBneHma cumnTo-
MOB [10 yCcTaHOBneHuA anarHo3a (Me [Q1; Q3]) coctaBuno
8 [4; 10] (MuH. 2; MmaKc. 24 roga) (Tabn. 1). Kpome Toro, 3aduk-
CMPOBaHbl OCNTOXXHEHWSA, CBsi3aHHble C U36biITkom OPDO23:
BTOPUYHbIN runepnapatnpeo3 — n=13 (33%), HebponuTu-
a3 — n=11 (28%), aHemna — n=9 (23%).

KauecTBO X13HMU.

CornacHo wkane EQ-5D, 6bin paccunTaH mHaekc EQ-5D
(tabn. 2). McxogHo MeguaHa uvHAekca coctasuna -0,074,
a cnycta 12 mec pemnccun — 0,624 (p=0,005). MegnaHa A
nHaekca EQ-5D cocTtaBuna 0,55 [0,49; 0,82], uTo 03HA4aeT Bbl-
pakeHHbIN 3bdekT. UHTepnpeTauna 3¢pdeKTMBHOCTM neve-
HMA no nHaekcy EQ-5D nposogmnacb B COOTBETCTBUM C €70
rpagaumen: MMHUMaNbHOEe KIMHUYECKN 3HAUMMOe M3MEHe-
Hue nHaekca EQ-5D cooTBeTCTBOBANO pasHuLe NOKa3aTenemn
o 1 nocne nedveHus, pasHon 0,10. AEQ-5D<0,10 o3Hayano
otcytcTBre 3ddekTa; 0,10<AEQ-5D<0,24 — MUHVMAaNbHbIN
addekT; 0,24<AEQ-5D<0,31 — ynoBneTBOpUTENbHbIN 3¢-
¢dekT; AEQ-5D=0,31 — BblpakeHHbI 3¢pdeKT [35-37].

Ta6nuua 2. [inHammka 3HaueHuin onpocHmka EQ-5D y naumerToB ¢ OPO23-onyxonbio

Yucno o6cneqoBaHHbIX

EQ-5D-nnpgexc*,

pynna 60onbHbIX GONBHBIX Me [Q1; Q3] P-value
[o neyeHns 29 -0,074 [-0,074; 0,081] 0,005
Pemuccuns 12 mec 13 0,624 [0,48; 0,779] '

*OueHunBanuch 5 pasgenos onpocHuKka EQ-5D. OnpocHMK onucbiBaeT Npobnembl, CBsizaHHble ¢ D1 — nepemelleHrem nHAMBUAYYMa B NpoCcTpaHcTBe, D2 —
yX0[oM 3a coboi, D3 — nprBbIYHOW NOBCEAHEBHOW AeATeNbHOCTbIO, D4 — onpepeneHvem Hanuums 6onm unu guckomoopTa, D5 — Hanuunem genpeccuu.
Kaxablin pasgen oueHMBanca B 3aBUCYMOCTU OT CTEMEHWN BbIPaXXeHHOCTU NPobiemMbl: 1 — HeT HapyLeHNI, 2 — eCTb yMePeHHble HapylleHus, 3 — ecTb
BblpaXXeHHble HapyLleHUA. B pe3ynbTaTe KaxAblll NaLMeHT nofyyan cBo Npodusb KauecTsa X13HW, Hanpumep: 22331. TeopeTuyeckn 6bi710 BO3MOXHO Mo-
NyyeHue 245 BapraHTOB COCTOAHUIA 300p0BbA. [anee onpeaenseTca nHamsugyanbHoli EQ-5D-nHaeKc — cornacHo Tabnuue, COCTaBNeHHON Mo pe3yfibTaTam
onpoca penpeseHTaTUBHON BbIGOPKM eBPOMENCKON 1 a3naTckon nonynauumn. EQ-5D-nHaeKc onpeaensietca oT COCTOAHNA MOJIHOrO 300POBbSA, MPUHATOrO
3a «1», O COCTOAHNA CMePTU, MPUHATOTO 3a «0». OfHAKO HEKOTOpble COCTOAHMA 3[0POBbA OLIEHNBANIUCh PECMOHAEHTAMU «XYXKe CMEPTU», MOSTOMY Men
oTpuuaTenbHble 3HaueHusA [36].
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UcxopHo

7% T

CamocToATenbHo, n=4
TpocTtb, Nn=8

KocTbinu, n=9
XopyHkn, n=9
Kpecno-kaTtanka, n=7
Jlexxaume, n=3

OPUTMHAJIbHOE NCCNEAOBAHUME

Pemuccuna 12 mec

B CamocrtosTenbHo, n=16
[ Tpoctb, n=2
KocTbinn, n=3
Bl XonyHku, n=0
M Kpecno-katasnka, n=0
Nexaune, n=0

PucyHok 2. Vicnonb3oBaHue BcnomoraTenbHbIX CPeAcTB ANA nepeasmxeHna ncxogHo (n=40) n B nepuog pemmccum (n=21).

AHanormyHasa avHaMuKa oTMevanacb U no gpyrum Kpu-
TEPUAM, B YAaCTHOCTM MO BO3MOXKHOCTK MepeaBuraTbCcs ca-
MOCTOATENbHO (pUC. 2): ncxogHo nuwb 10% (4 n3 40) mornu
nepenBuraTtbCs CamoCToATENBbHO 63 MOMOLLY CPefCTB OMno-
pbl, @ nocne focTmkeHnsa pemmccum — 76% (p<0,001).

Kpome TOro, nauueHtam npegnaranacb BuU3yanbHas
aHanorosasa 10-6annbHas wkana 6onu. OueHMBas MHTEH-
CUBHOCTb 60K B TEYEHME HacToALLero 3aboneBaHns, noga-
BnsioLlee 6OMbLINHCTBO MCCieyeMblX Ha3blBasiN BbICOKME
feckpunTopbl 60nu: 93% (38 13 40) ykasbiBanu Ha VMHTEH-
CMBHOCTb 60711 5 6annios u Bbiwwe, a 77,5% (31 13 40) — Boiwwe
8 6annos (puc. 3). Mocne poctnxeHns pemmccun 'y 100% o6-
cnepyembix 60nb He npeBblwana 5 6annos., a 61,9% rosopu-
nm 06 otcyTcTBuUM 6onum (1-2 6anna) (p<0,001).

Jla6opaTopHbie TecTbl
JlTabopaTopHO KCxogHO onpeaenanucb runodocdarte-
MUSI, HU3KU MHAEKC TyOynapHoi peabcopbunn docdatos,

NHTeHcnBHOCTL 60nm no BALL ncxogHo

45
40
35
30
25
20
15 100 125
10

5 25 25 25
0.0 0.0

1 2 3 4 5 6 7 8 9 10
Bannbl no BALL

40.0

25.0

% OT KOn-Ba NaueHToB

5.0

BbICOKasA aKTMBHOCTDb LesIouHon $pocdaTasbl U HU3KO-HOP-
MasibHble KOHUeHTpauun 25-rmgpokcnsmutammHa D. YpoBHU
KarnbLus, KpeaTMHUHA, OCTeoKanbLuHa, C-KOHLEBOrO Teso-
nentupa (Ctx) HaxoaMnUcb B npegenax pedepeHCHbIX UH-
TepBanos (Tabn. 3).

Y 13 (33%) nauneHToB Habnoaanocb MOBbIWEHNE KOH-
ueHTpauwmi MNTT, Ha doHe HopmoKanbLemnn — n=7 (53,8%)
1 rmnepkanbunemun — n=6 (46,2%).

Busyanusupyiouimne TecTbl

Y naupeHTOB npoBoaunca nouck onyxonen. Cobnoaa-
nacb 3TanHOCTb, T.€. CHayasia NpoBoAMNach GyHKUMOHaNbHas
BM3yanu3auumsa. JInbo ¢ nomoLybto cUMHTUrpadumn BCero Tena
C MEeYEHHbIMM TexHeunem-99m aHanoramm COMATOCTaTMHA
(99mTc-TekTpoTNg — UyBCTBMTENBHOCTL K SSTR2a/b 1 SSTR5,
B MeHblen mepe K SSTR3), nononHeHHon ODIKT/KT 30HbI
MHTepeca, Mnbo ¢ nomoLpto MIT/KT ¢ POI, meuyeHHbIMY ras-
nuem-68: DOTA-TATE (uyBcTBUTENBHOCTD K SSTR2a 1 SSTR2b)

NHTeHcnBHOCTD 60511 no BALL B pemuccun

45 429

19.0
143 143
9.5

% OT KOJ-Ba NaUMEHTOB
N
o

0.0 0.0 0.0 0.0 0.
1 2 3 4 5 6 7 8 9 10
bannbl no BALL

PucyHok 3. iHTeHcuBHOCTL 601 no BALL ncxopHo (n=40) u B nepuog pemuccun (n=21).
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Bce naymneHTbl

My>KuuHbI KeHWMHDbI

Mokasatenb (n=40) n=17) (n=23) P-value
Docop coisopoTky, mmone/n 0,47 [0,4; 0,53] 0,47 [0,39; 0,49] 0,49 [0,4; 0,58] 0,14
(0,74-1,52)
Obwunit Kanbuuii CbIBOPOTKY, MMON/N 2,33[2,21; 2,48] 2,35 [2,26; 2,42] 2,312,19;2,53] 06
(2,15-2,55)
KpeaTuHu cbIBOPOTKN, MKMOTTB/ 64,8 [58: 72,3] 71,8 [65,2; 83,1] 62 [54: 67] 0,25
(50-98)
25-rnapoKcMBUTaMuH D, Hr/mn . . .
(230 28[18,5; 36] 29(24,8: 41,5] 27 [18; 34] 0,9
C-KOHUeBOW TenonenTua, Hr/mn 0,6 [0,39; 0,93] 0,6 [0,46; 0,99] 0,48 [0,35; 0,88] 0,834
8‘;T_e4c’6';a“"”"'”' Hr/n 24[16,74; 40,18 24,76 20;33,61] 2323[14,61;522] 0,25
(n1T5rigg)/M" 59 [36; 114] 46,46 [31,98; 73] 81[43,98; 153] 0,6
lWenouHan ocdarasa, Ea/n 183 [112; 294] 196 [147,5; 280,5] 156 [99; 267,5] 04
(40-150)
Docgop pazosot Mouu, MMOnb/N 19,47 [13,15; 33] 26,5 [21,95; 36,84] 14,77 [12,44; 30] 0,75
(12,9-43,9)
CKO (EPI) , . .
(60 M/amte/1 73 1) 102 [86; 112] 107 [90; 112] 102 [84; 112] 0,11

0

Wrpexc peabcopbuun gocdatos, % 59 [50,17; 72,25] 62 [52; 67] 58 [48,45; 72,5] 0,75

(85-95%)

MpumeyvaHwue. laHHble NpeacTaBneHbl B Buae Me [Q1; Q31.

1 DOTA-NOC (uyBcTBUTENnbHOCTb K SSTR3 11 SSTR5). Ha cneny-
loLLieM 3Tarne, nocne obHapykeHna SSTR-NO3MTMBHOrO oyara,
NpoBoOAMNacb aHaToMmMyeckas Bu3yanmsauma metogamu MPT
n MCKT ¢ BHYTpMBEHHbIM KOHTpacTMpoBaHueMm. YyBCTBUY-
TE/IbHOCTb METOA0B GpYHKLMOHAaNBbHOWM BU3yanv3auumm cocTa-
Buna 53,8% (7/13) ana M3T/KT, 71,4 % (20/28) anAa cumHTUrpa-
¢un Bcero Tena ¢ OOIKT-KT. Cpeau meTogoB BTOPOro 3Tana
[OMarHOCTVKM Haubonblueli YyBCTBMTENIbHOCTbIO Obnafana
MPT 90% (18/20), a pna MCKT — 310 63% (17/27).

Pasmep u pacnonoxeHne HOBoo6pasoBaHUI

Onyxonb HampgeHa y 85% (34/40) nauneHTOB
(pwnc. 4). I3 H1X B MArKUX TKaHAX pacnonaranocb 35% ony-
xonen (12/34), a B Koctax — 65% (22/34). Paamep onyxo-
neii o 10 mm obHapyxeH y 20% (7/34), 10-20 mm — y 56%
(19/34), a 6onee 20 Mm — y 24% (8/34) nayneHTOB.

Xupypruuyeckoe neyeHme

Cpegun 27 nauuweHToB, nepeHecwunx onepauuio, 20 ye-
nosek (74%) DoCTUIMN OMOXUMUYECKON PeEMUCCMM Moche
nepsoui onepauun (cMm. puc. 1). OgHa NauneHTKa NOBTOPHO
npoonepupoBaHa No NoBody OCTaTOYHOWN TKaHM yepes 1 Hex
nocne 1-1 onepauwuu, 4To NPUBENO K O6LLel YacToTe peMuc-
cum y 21 yenosek (78%). ¥ 3 (11%) nauneHTOB Obiny 06OHa-
py>eHbl OTAasnieHHble MeTacTasbl MOCne NepBon onepauuu.
OTMETMM, UTO UMEHHO 3TU NaLUMeHTbl NoABepPranucb nNpeno-
nepauvoHHom 6roncuu. Y octaBlumxcs 3 yenosek (11%) 06-
Hapy>keHbl MECTHble peLANBbLI, BUAMMO, BBUAY HEPaMKalb-
HO NPOBEAEHHOTO XMPYPrnYeckoro BMeLLaTenbCTBa.
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Mpwn aHanuse MCXoOoOB B 3aBUCUMMOCTM OT oObema Xu-
pyprvyeckoro BmellaTeNnbCcTBa (puc. 5) yactota pemmccum
6blna camMol BbICOKOW Y TeX, KTO MONyuni LMPOKoe mcce-
yeHue (20/23, 87%). Pesekuusa no kpato onyxonu (1/2, 50%),
npoBefeHHaA ABYM MaLVeHTaMm, Mokasana COMHUTESNIbHble
pe3ynbTaThl, T.K. y 0601X NOC/e NepBon onepaunm He Obino
pemMmnccum, Ho NOBTOPHAA onepauna NprBena K Pemmccmm
y OfHOro MauveHTa. BbickabnuBaHve, MO HAWVM AaHHBIM,
K pemnccnn He npuseno (0/2, 0%).

Ecnu onyxonb ob6Hapy»k1Banacb B KOHEYHOCTSX, TO Ya-
CTOTa HacTynieHna pemmccnmy Obina Bbiwe — 64% s HUXK-
HUX KOHeYHoCTen N 67% AnA BepXHUX, YTO, NO-BUAMMOMY,
CBS13aHO C 6ONIbLUMMU BO3MOXXHOCTAMM AJ1A1 LLMPOKOIo ncce-
yeHus. Onyxonu, pacnonaraioLmecs B rosioBe 1 B 06nactu
Ta3a, NoKasanu MeHbWwun npoueHT pemmccnn — 50 n 33%
COOTBETCTBEHHO.

CeMb NauyeHTOB C 06HapPYEeHHbIMU ONYXONAMMW He NoA-
BEPINNCb XMPYPruyecKkomy BMelLaTeNbCTBYy M3-3a MeTacTa-
308B (n=1), npegnouyteHns naumneHTa (n=1), NoTeHUMANbHbIX
XUPYPrmyecKkmx oClIoxHeHun (n=4), cmeptun nayueHTa (n=1).

KoHcepBaTuBHasa Tepanua

Bce nauueHTbl Monydyanu npenapatbl anbdakanbuu-
gona, megmnaHa fo3 3,5 [3; 4] mkr/cyT (MuH. 1, makc. 8),
1 Konekanoundepona — 2000 [2000; 2000] ME/cyT. YTo6bI
noaaep»atb ypoBeHb pochopa B HMKHE-HOPMANbHOM Ana-
na3oHe, npenapatbl pocpopa notpebdoBanuck 29 (73%) na-
uneHTam B gose 1,44 [1,44; 1,65] r/cyT (MuH. 1,2, Makc. 2,5).
Takas Tepanusa No3BonuIa JOCTUYb CHUXKEHUSA CUMMTOMOB
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fonoBa 18%

JlobHas na3syxa, n=1
BucouHasa kocTtb, n=2
BepxHAa uentocTtb, n=2
Hw»kHAAa yentoctb, N=1

e BepxHme KoHe4yHOCTN 9%
Msrkue TKaHu nneva, n=1
JlonaTtoyHasa KocTtb, n=1
lopoxoBuaHasa KocTb, N=1

Ta3z 9%
Kpectey, n=1
Markve TKaHu naxosow obnactu, n=2

Hu»xHne KoHeuHoCTN 64%
beppeHHasa KocTb, N=9

Msrkne TKaHM KONIeHHOro cycTaBa, n=4
bonbluebepLoBas KOCTb, N=3

Msarkue TKaHu NogoLWBbI CTOMbl, N=4
Msarkue TKaHu nanbua ctonbl, n=1
MATouHaA KocTb, n=1

B Onyxonb pacnonoxeHa sHyTpukoctHo [l Onyxonb pacnionoxeHa BHyTPY MAFKVX TKaHel

PucyHok 4. Jlokannzauua ®PD23-o6pasoBaHuit.

y 60/bLIMHCTBA NaLUeHTOB (N=28), 0AHAKO GUOXMMMYECKOW  2-11 NaLMeHT NPUHUMAET npenapat 6 mec B go3se 0,5 mr/kr
pemMnccmm — nvub Y Manom yactu (n=8 (20%)). B MecAL, 3- naumeHT — 4 mec B go3se 1,8 Mr/Kr B mecsu

Tpem nauveHTam 6bin Ha3HauveH bypocymab, nockonb- B HacTosiee Bpemsa. Ha ¢oHe bypocymaba, cornacHo vH-
Ky Tepanua npenapatamu anbdakanbumpona n pocdopa  CTpyKUMK, OTMEHEHA TepanuvsA npenapatamu anbdakanb-
He npurBena K ynyJlieHuio coctoaHus (n=3). Bospact naun-  uugona n pocdopa u yganocb 4OCTUUYb OBMOXUMUYECKON
eHTOB, nonyyvatowux bypocymab, coctasun 53, 48 u 45 net,  pPemMnCCMM U BbIPAXKEHHOTO CHUXKEHMA CYMMNTOMOB Y BCEX
2 My>KUrH 1 1 keHwmrHa. CaMbii BANTENbHbIA Nepuod Npu- 3 naumeHToB. Cepbe3HbiX HeXXenaTeNlbHbIX ABMEHUN He 3a-
ema npenapaTa coctaBun 1 rog B go3e 0,6 Mr/kr B Mecsil,  GUKCUPOBAHO.
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LWnpokan peseKkuus KpaeBas pesekuus BbickabnuBaHue

O6beM XMPYPruyeckoro BMeLIaTenbCTBa

PucyHoK 5. YacToTa HacTynieHns pemmccum B 3aBUCMMOCTY OT 06bema onepaumu.
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Jlokanusauyma nepenoma

PucyHok 6. JTokanm3sauua nepenomos y nauyeHtos ¢ OPO23-onyxonblo.

KocTtHasa cuctema

McxogHO nepenombl 1 CHUXKEeHWE pocTa 3a XU3Hb Auna-
rHocTupoBaHbl y 40 (100%) naumeHToB. NceBgonepenombl
BbiABneHbl y 15 (38%). MegmaHa KonuyecTBa nepesioMoB
y OQHOro yenoBeka coctasuna 14 [10; 20]. Mix nokanmnsaumsa
W YacToTa NpefCTaBNeHbl Ha pUCYHKe 6. Yale Bcero ¢pukcu-
pOoBanuCb NepenioMbl MO3BOHKOB, pebep, Wwenku befpeHHON
KOCTU, KOCTel Ta3a. B ciyyae goctmxeHus Groxmmmnyeckon
pemuccum B TeyeHne 12 mMecC HOBble MepeniomMbl He npou-
30LWM HX Y OOQHOrO NauuneHTa.

o faHHbIM PEHTreHOBCKOW AEHCUTOMETPUM NaLEHTOB
ctapuwe 50 net MCXOQHO He BbIAABAIEHO BbIPAXKEHHOro CHU-
XKeHuA MUHepanbHol nnoTtHocTn Koctu (MIIK): meamaHa
no T-Kputeputo cocTaBua B NO3BOHOUYHUKE -0,9, B LWelKe
6enpeHHoOn KocTn -2,1. TeM He MeHee Mocsie HacTynneHus
pemuccum BoiaBneH npupoct MIK: B N03BOHOUYHMKe Meau-
aHa npupocTa cocTaBmna 1,9, B Wwelke 6egpeHHON KOCTN —
2,2, UTO CTAaTUCTUYECKUN 3HAUMMO MO 06EeNM JIOKaNM3aLmaMm
(Tabn. 4).

Ta6nuua 4. [laHHble peHTreHOBCKON AeHCUTOMETPUN

Kpome Toro, ucxogHo mefmaHa TpabeKynspHOro KocT-
HOro nHAeKca coctaBuna 1,285 v 6bina HuKe Hopmbl (1,310),
a B Neprog peMnccnm otMedyeHa HopManm3aumua nokasare-
N, 0QHAKO CTAaTUCTUYECKUN HE3HAUMMasA (Tabn. 4).

MbiweyHasa cucrema

CHMXeHWe MblLeYHOW CuAibl (NpegnonaraeMon capkone-
HWUW) NO AAHHBIM KUCTEBOW ANHAMOMETPUM UCXOOHO BbisBNE-
Ho ¥ 10 13 17 nauneHToB. CHUXKEHUE MacChl MbilL, (T.e. Hanw-
yne capKoMmeHnK) No JaHHBIM NHAEKCA CKeNETHbIX MblLwL, (ASMI
unu MACM) ncxopHo otmeyanocb y 1 13 10 goobcnenoBaH-
HbIX nauneHToB. OTMeyeHo yBenuueHne ASMI criycta 12 mec
peMmccMmn: MegmaHa y MyxXumH Bo3pocna ¢ 9,24 [8,3; 9,74]
no 11,48[11,45; 11,511 kr/m?, a y »keHwWwmH — ¢ 6,99 [6,96; 7,65]
no 8,13 [7,5; 8,3] kr/m?. CyanTb O CTaTUCTMYECKOW JOCTOBEp-
HOCTW He NpPefCTaBAEeTCA BO3MOXHbIM M13-3a Masioro pasme-
pa Bbibopku. Hnskas pabotocnocobHOCTb CKENETHOM MYCKY-
natypbl no pesynbratam NIH Toolbox 4 Meter Walk Gait Speed
Test ncxopHo BbisiBNeHa y 20 13 22 naumeHToB.

Mokasatenb Wcxopno Pemuccun P-value
Me [Q1; Q3] Me [Q1; Q3]
MIMK L1-L4, T-score (n=16) -0,9[-2,2; 0] 1,0[0,6; 1,71 0,046
MIK Ferum Neck, T-score (n=16) -2,1[-3,4;-1,25] 0,1[-1,2; 1,3] 0,043
TpabeKynapHbIN KOCTHbIN HAEKC, TBS (n=16) 1,285 [1.156; 1.405] 1374[1,283; 1,577] 0,225

>1,310
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B 3ToM wmccnegoBaHuM Mbl 0606LWMNAN KNWHUYECKNE,
nabopaTopHble U WHCTPYMEHTAsNIbHbIE AaHHble C LENblo
npeacTaBuTb MyNbTUANCUUMAVMHAPHBINA B3MNAL Ha NauneH-
ToB ¢ OPDO23-npopyunpyowmmn onyxonamu. Yawe 3abo-
neBaHVe BCTPEYAeTCs Y UL CpeHero Bo3pacTa, B paBHOM
CTENEHN Y MYXUUH 1 XeHLWUH. [lnarHos, cornacHo gaHHOMy
uccnepoBaHuio, BeprdurLmupyeTcs cnycta 8 neT nocsie noss-
NEHMA CUMMNTOMOB, UYTO ABMAETCA OOMbLUVIM CPOKOM, 1 Y Ma-
LMEHTOB YCMEBalOT Pa3BUTbCA MHOXECTBEHHbIE Mepenombl.
B Kntae u flnoHunm pumarHo3 Bepuduumpyetca ObicTpee,
a MMeHHOo cnycTa 2,9 1 2,4 roga COOTBETCTBEHHO [3, 25].
Mo34HAs AMAarHOCTVKA, MO-BUAVUMOMY, CBSI3aHa C pALOM Npu-
yYuH. Bo-nepBbix, 3TO HM3KaA OCBEAOMIIEHHOCTb Bpayen, T.K.
3aboneBaHue peako BcTpevaeTtcs. CoracHo ANOHCKUM AaH-
HbIM, NMauneHTbl obpalatoTcs K optoneaam (56/88, 63,6%),
Bpauvam obuien npaktuku (12/88, 13,6%), SHOOKPUHONOram
(3/88, 3,4%), peBmaTtonoram (2/88, 2,3%) u HeBponoram
(6/88, 6,8%), a 3HAUUT, UMEHHO X HYXHO MHGOPMUPOBATb
B nepsytlo ouepedb [25]. Bo-BTOpbIX, HECNELUPUUHOCTBIO
CKEeNEeTHO-MbILLEYHBIX CUMMATOMOB. B-TpeTbux, oTcyTcTBUEM
CKpUHUHIa docdopa KpoBY 1 ero NO3LHUM onpefeneHnem
y Nofen ¢ HapyLIeHVAMY OMOPHO-ABMIaTeNbHOroO annapa-
Ta. HakoHel, ¢ HepgocTynHOCTbioO B Poccun onpegeneHus
OP®23, B oTnnume ot ANOHUN, rae 3To BO3MOXKHO € 2019 T.

Mo3gHAs OMarHoCTMKa U MpOrpeccupoBaHue 3aborne-
BaHMA MPUBOAAT K CTPEMUTENIbHOMY CHIVIXKEHUIO KauyecTBa
KU3HV MALWEHTOB, UTO MPOSBIAETCA BblpaXKeHHbIM Oone-
BbIM CMHAPOMOM, HECTOCOOHOCTbIO CAMOCTOATENbBHO Mepe-
OBUraTbCs N 3aHUMATbCA MOBCEAHEBHON AEATENIbHOCTbLIO,
a TaK>Ke HapacTaloT TPEBOXHOCTb U Aenpeccus. Bce B coBo-
KYMHOCTU yXyZLUIAeT CUTYaLMIO U AefaeT TeyeHre 3abonesa-
HUA n3Hypsowym. C Apyron CTOPOHbI, B CJyyae YCreLHOro
nevyeHusi 6oneBo CUHAPOM UcUe3aeT, GU3NYeCcKne BO3MOX-
HOCTM PacCLUMPAIOTCA U KaueCTBO »KM3HU NOBbILWAETCA.

JlabopaTtopHble NpuU3HaKM B KOropTe Mccieayembix Co-
oteeTcTBoBaNv OPM23-3aBMcnMbIM HapylueHmam. B ciyyae
YCMELWHOro XUPYPrnyeckoro neyeHns yposeHb ¢docdopa
BOCCTaHABMMBANCA B TeyeHne 5-14 gHen nocne onepauumu.
B nocneonepauyoHHOM NeproAe BO3MOXEH NMOLbEM YPOB-
HA ¢ocdopa, UTo, BEPOATHO, CBA3AHO C KOMMEHCATOPHbIMU
MexaHu3Mamn. B TeueHne roga nokasatenu, Kak npasuso,
HOpManun3oBanucb. IHTepecHo oTMeTUTb, 4To Y 33% OTMme-
yanocb nosbiweHne yposHsa [T, MockonbKy runodpocdarte-
MUS, a TaKXKe HapYLIEHWA CKeNeTHO-MbILEYHOro annapara
BCTPEYAlOTCA KaK NMpu NepBUYHOM rMMnepnapaTMpeose, Tak
1 npwu n36biTke PPD23, To BO3HUKaeT Nnpobnema anddepeH-
LanbHoW anarHocTukin. N36biTok PD23 Bneuet 3a cobon
neduunT akTMBHOro mMmetabonuta ButammnHa D (D-ropmoHa,
unn 1,25(0OH)D3), uTo MOXeT CrocoO6CTBOBATb PA3BUTUIO
BTOPMYHOTO rMneprapaTMpeosa, a Tak»Ke KanbLnin-yyBCTBU-
TeNbHble PeLEenTopbl MEPEKPECTHO PearvpyrT Ha runo-
docdatemuio [38], uTo, B CBOIO OUepedb, MOXET NPUBOAUTD
K nosbiweHnto [T ¢ runepnnasven OKONOLWUTOBUAHbBIX
XKernes 1 faxe PasBUTMEM TPETUYHOIO rMnepnapaTmpeo-
3a. Mo Hawemy onbiTy, B TaKMX Cly4Yyasax Hauyylnum MeTo-
nom anddepeHUmnanbHON ANarHOCTUKA MO0 Obl CyXWTb
onpegeneHue B Kposu OPO23. Eciv 3To HeJoCTYMHO, Toraa
Mbl pefnaraeM OpreHTUPOBATbCA Ha CliefyoLue napame-
Tpbl. Bo-nepBbix, Ha HOPMOKaNbLMEMUIO, KOTOpas bosee Xa-
paktepHa ana OPD23-3aBMCMMbIX HapyLIEHNI, BO-BTOPbIX,
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Ha cTeneHb runodocdatemny, KoTopas yvalle Gonee Bbl-
paxeHa npu OPD23-3aBNCMMbIX HapylleHUAX. B-TpeTbux,
Ha KOHLEHTpaLMio NapaTropMOHa, KOTOPLIN Bbille Npu ru-
nepnapaTtmpeose.

PasnuuHble KOMOMHALMN BU3YanM3npyoLMX TECTOB Mo-
3BONIMAN HanTK onyxonb y 34/40 naumeHToB (85%). He onu-
CaHbl criemdunyeckne nyyeBble NMPU3HAKK, 1 OMyXOJb JIEFKO
«MPOMNYCTUTbY, €CNIN He COOMIoAATb NMO3TAMHBIN NOAXOL;: BHa-
yane GyHKLUMOHanbHas B13yanu3aLus, 3aTeM aHaToM1yecKas.
IOna O®MO xapakTepHO Hanuume eguHnYHoro SSTR2A-nosu-
TUBHOro ovara. Ecnu Busyanusumpyetcs gBa ovara un 6onee,
TO 3TO JO/MKHO HACTOPAXKMBATb U MOXKET CBUAETENbCTBOBATb
nnbo o meTacTasax (MepBUYHO HE XapaKTepPHbI, BCTpeYaloT-
CA nocsie HepaauKanbHOW onepauun nubo nocne Gruoncun),
0 3/10KaYeCTBEHHOW NpUpoAe HOBOOOPa3oBaHWA (BCTpeYaeT-
CSl OYeHb pefiKo), MMbo 06 oWwMbOUYHOM ArarHose u Tpebyert
anddepeHLmManbHOro NoUCKa ¢ Hecneumouyecknum paspy-
WeHreM KocTel (nepenomamu, 6ypbiMu Onyxonsmu, ocTeo-
Mansauven, Gubpo3HbIM OCTEUTOM 1 AP.).

Mbl cobnoganu 3TanHbI noaxod, T.e. MPT u MCKT
npoBoAMANCb nocie  GYHKLUMOHANbHOW  BU3yanu3sauuu
C NpuUenom Ha BbiABNIeHHbIN SSTR2A-MO3UTMBHBIN Ouar.
Mo HalwuMm paHHbIM, Hanbonee YyBCTBUTENbHBIMU MeTOAa-
MM OKa3anucb cunHTUrpadpusa ¢ 99mTc-TekTpoTngom (71,4%
(20/28)) 1 MPT (90% (18/20)). B 3apybexHbix paboTax nuge-
pamu aensoTca MIT-KT ¢ 68GaDOTATATE un cumHtUrpadua
€ 99mTc-tekTpoTnaom, 111In-okTpeotugom [26, 27]. Cornac-
HO AMOHCKOMY HabniogeHuio 30 MaUMEeHTOB, KOMOUHAUWA
AByXx Busyanusumpytowmx tectoB (MIT/KT+cymHtnrpadus)
obnagana 6onblwen 3¢pPpeKTNBHOCTbIO (89%) B CpaBHEHWM
C O4HUM MeTooM (72%). Ecnu fononHMTenbHO NPoBOANNCA
CENeKTUBHBIN 3a60p KpoBK, TO 06pa3oBaHUA 0OHapYXMBa-
nuco B 100% cnyvaes [28, 29]. BoicokononbHasa MPT n MCKT
MO3BOMAIOT YTOYHUTb HaNMuve Kancysbl UM OCTEOCKNEPO-
3a. MIx oTcyTcTBME npepnonaraeT MHOUABTPATUBHBIA POCT
onyxonu u TpebyeT BbINOMHEHUSA onepaLum ¢ cobniogeHnem
OHKOJIOTMYECKNX NMPUHLMMOB PaguKanbHOCTU 1 abnactuny-
HocTu. Pa3mepbl 1 pacrnonoxeHre obpa3oBaHUN COOTBET-
CTBYIOT 3apyOEXXHOMY OMbITY, T.e. OObIYHO OMYXONU MasbixX
pa3mepoB: B 76% (26/34) po 2 cm. Pacnonaraiotca vaie
BHYTPVKOCTHO 160 B MArKUX TKaHax. [prpopga onyxonu
ocCTaeTca npeaMeToM usyyeHus. Onyxonu reTeporeHHsbl,
UMeIoT Me3eHXrMarbHyio npupogy. lostomy B nutepatype
onucaHbl cnyyan obHapyxeHna OPM23-onyxonei He TONb-
KO B KOCTSIX 11 B MblLLILIAX, HO 1 B XMNpPOBOW TKaHu [10], B OKo-
noyLwHonm xenese [8].

Xvpypruyeckoe neyeHrie — 3T0 MeTog, BbIOOpa, 1 nepBas
onepauma ABNAETCA [NaBHbIM LIAHCOM M3/IeYUTh MaLMeHTa.
Onepauus [omKHA MPOBOAWTLCA B CMELMANM3VPOBAHHOM
OTAENEeHUN OHKOXMPYProM BbICOKOW KBanudurkauuu. Vcxog
XVPYPruyecKkoro ieYeHns BO MHOMOM 3aBUCKT OT SIOKanu3a-
umn obpasoBaHus. PekoMeHIyeTCA WMPOKaa pe3eKkuus, TK.
3TO NPUBOAUT K HaMBbICLLEMY MPOLIEHTY PEMUCCUN: Y HAC 3TO
87% (20/23), B finoHnu (peTpocneKkTuBHOe HabnpeHe) —
93,8% (15/16) [25]. Ecnm wmpoKaa pesekuma HEBO3MOXHa,
Hanpumep, 13-3a JloKanuM3auuy onyxonu, To obcyxpaaercs
3¢bPeKTMBHOCTDL KpaeBoW pesekuun. Tak, B Hallem uccieso-
BaHUM pemmccuy goctur 1 13 2 NpoonepmrpoBaHHbIX Nauw-
€HTOB, B ANoHUn — 65,2% (15/23). BapuaHT BbiCKabnnBaHus
COMHUTESIEH, MO HALLIMM AaHHbIM, BbICKabNMBaHME K PeMInC-
cum He npuseno — 0% (0/2). BbickabnvsaHue onyxonu 6bino
BbIMOJIHEHO [/1A 06pa3oBaHMiA, pacronaralolmxca B KOCTAX
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yepena, rge HeBO3MOXHO Obiflo BbIMOMHWTL LUMPOKYD pe-
3eKyuto. Pe3ynsTaTthl 4EMOHCTPUPYIOT, YTO OMyXOJiEBbIE KNET-
KW, OCTaBJIEHHblE B paHe, CMoCobHbI cekpeTmpoBatb OPD23
n npuBoauTb K runodocdatemmmn. OTMEUYEHO, YTO Hepaaw-
KanbHoe ypaneHve OP(D23-onyxonu BeAeT He TONIbKO K Mo-
BTOPHOMY NPOrpeccupyoLLemy CHUKeHUI0 YpoBHs docdopa
KPOBW 1 HAPACTaHWIO MPOSABAEHNI OCTEOMASIALU, HO U K NPO-
rpeccupoBaHuio onyxonesoro npouecca [32]. C gpyron cTo-
POHbI, KpaeBasi pe3eKuus, No AaHHbIM PETPOCMEKTUBHOIO
AMNOHCKOro HabnogeHWs, B MasioM NMPOLEHTE CllyyaeB Oblia
3¢bdpeKTBHA. BO3MOXKHO, 3TO CBA3aHO C XapaKTepOM pocTa
onyxosnu. [MCTONOrMYecky ONMCaHO, YTO OMYXONU reTePOreH-
Hbl U PA3NNYalOTCA MO CTPOEHMIO; Yalle UMEKT NHPUALTPa-
TUBHbBIV XapaKTep POCTa, OQHAKO BCTpeyatoTca obpa3oBaHms
C Kancynow 6e3 MHPUABTPALMU OKpYXatoLmux TKaHern [39].
CornacHo Halemy 1 3apy6eXXHOMY OrMbITY, Mbl HE PEKOMEH-
Zyem NpoBOANTb NPefonepaLroOHHYI0 BUOMCUID, MOCKOSbKY
OHa accoUMMpoBaHa C OTAaNeHHbIMU MeTacTaszamu. Kak anb-
TEPHATVBHbIA METOZ, 3a Pybexom npepsaraloT NPOBOAMTb
CEeNeKTUBHbBIN 3a00p KPOBM 13 BEH, OTTEKAIOLLMX OT OMyX0su
M OT CUMMETPUYHOIO YYacTKa C onpefesieHreM KOHLeHTpa-
unii QP23 28, 29].

OcTeomManaums, VHOYLUPOBAHHasA OMYXOJblo, B PefdKuX
CJTyYasnx MOXeET ObITb CBA3aHa CO 3/10KAYECTBEHHbIMY HOBO-
06pa3oBaHNAMY, TaKMMM KaK pak MpeacTaTesIbHOWN »Kere-
3bl [12, 13], pak MonoyHown »kenesbl [14], aHannacTUYeCKunin
paK WuTOBMAHOM »ene3bl [15], pak Tonctonm Kuwkn [16],
MEJIKOK/ETOUHbBIA paK Nerkoro [17], Bce U3 KOTOpbIX ABIsA-
I0TCA HEME3EHXUMAJbHbIMM OMyXOMAMK, HO MpPeTepreBaroT
3NUTENVaNbHO-ME3eHXIMaNbHbIN MepPexos B npolecce me-
TacTasupoBaHuA. B Hawem wnccnenoBaHny 3adpurkcMpoBaH
1 cnyvan paka npefcTatenibHoM xene3bl ¢ cekpeupmen OPO23
y My>K4mHbl 69 net [18]. B nutepaType onucaHo, UTo 310Kaye-
CTBEHHblE HOBOObOpa3oBaHmA ¢ npoaykuuen OPDO23 pactyTt
N METACTa3UPYIOT C OYEHb HU3KOW CKOPOCTbHIO, M MALUEHTbI
BbIKMBAsV B TeYeHne MHorux net [25]. B Hawem nccnegosa-
HUX NOCSIe Ha3HayeHuA TPaguUMOHHOW, KOHCEePBaTUBHOMN
Tepanun NaLMeHT OTMETUN YyJlleHne O6Lero CoCToAHMS,
BO30OHOBMNT CamoCTOsITeNbHOe nepenBkeHne. O6cyxnaa-
€TCA Ha3HayeHVie npenapaToB — G/I0KAaTOPOB PeLIenToOpPoB
OP®23 (FGFR1-4), ogHaKo 13-3a LIMPOKOro pacnpocTpaHe-
HUA PeLenTopoB B OpraHM3Me HabMIOAeTCs BbIPAXKEHHbIN
TOKCUYeCKUi 3G PeKT, 1 Tepanus JOKHA ObITb JONONHUTENb-
HO M3yyYyeHa 1 orpaHmyeHa naueHTamm ¢ metactasamm [40].

B onmncaHHoOM Hamu KoropTe BCe MauWeHTbl B TOT WK
WHOV Mepuop BPeMeHU Mosyyanu KOHCepBaTMBHOE Nieve-
Hve npenapaTtamu anbdakanbuygona n Konekanbuudepo-
na. MNMpakTnyeckn Tpyu YeTBepTU NaumeHToB (73%) HyxAaa-
NUCb B Ha3HauYeHUM npenapaTtos ¢ocdopa. Ecnum cpaBHUBaTb
3 HEKTUBHOCTb TPAANLIMOHHOW Tepanuu ¢ neyeHviem bypo-
Cymabom, To BMOXMMUYECKOW PeMUCCUN YAANOCb AOCTYb
y Manon yactu (n=8/40 (20%)), B otnmume oT bypocymaba
(n=3/3 (100%)). Tem He MeHee JONTOCPOYHbIE pe3ynbTaTbl
Tepanuun bypocymabom ele HemsBeCTHbl 1 TPebYoT K3y-
yeHus. EcTb oTaenbHble Ny6AvKaumMy O NOMbITKax neyeHus
aHanoramMmy COMaToCTaTMHa C PagMOAKTMBHLIMU MeTKa-
MU U O NPOBEAEHMU PAJNOYACTOTHON abnAUMK, HO OHU
He MPOAEMOHCTPUPOBaNN AOMKHOTO 3bdekTa U TpebyioT
IOMONMHUTENbHBIX nccnegoBaHnii [19, 41]. B gaHHoM paboTe
1 naumeHT c otganeHHbiMM meTactazamu OPD23-onyxonu
rosnyyan B TedeHne 6 MecC fleYeHne aHanoramm cCoMaTocTa-
THa 6e3 PaioaKTUBHbIX METOK, HO 6e3 3ddeKTa.
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B obcnepyemon koropte y 6GONbLUMHCTBA MaLUEHTOB
onpeaenanicb NPU3Haku CHUXEHUA PaboTocnocobHOCTM
N npeanonaraeMolri capkoneHuu, T.e. MPOrpeccrpyoLLero
reHepann30BaHHOIO MOBPEXAEHUS CKENETHOW MYCKynaTy-
pbl [5, 42]. OgHaKo OQHOBPEMEHHOE CHUXKEHME MbILLEYHOM
Macchl, T.e. HanMure TAXKeNION CapKONeHUU, NOATBEPXKAEHO
y 1 u3 10 ob6cnefoBaHHbIX NAUMEHTOB. [laHHble yTBEpXKae-
HUA TPeOYIT AOMONHUTENbHBIX UCCIIEA0BAHUIN, MOCKOJbKY
13-3a Masioll YNCNEHHOCTU TPYMMbl FOBOPUTb O AOCTOBEp-
HbIX M3MEHEHUAX He MNpPeACTaBNAeTCA BO3MOXKHbIM. XOTH,
HECOMHEHHO, MaLMEHTbl »KanyeTcs MMEHHO Ha «C1abocTb
B MbllLULIAX», KOTOpaa ncyesaet B ciydyae pemmccun. OpHa-
KO WHCTPYMEHTaNbHO B AaHHOM WCCefOoBaHUU ydanocb
nokasaTb NUWb CTaTUCTUYECKM HEe3HAUYMMOe YyBenMyeHune
nHAeKca maccbl mbiwy (ASMI) B pemnccmto. Tem He mMeHee
3TV [JdaHHble CBUAETENbCTBYIOT O 3HAUUTENIBHOM BKNajge
runodocdatemun B naToreHe3 CapKOMEHUU U NpPU3biBaloT
Bpayen obpallaTb BHUMAHME HA COCTOAHME MYCKYNaTypbl.
MblweyHaa macca — camas 6osbluasi TKaHb B OpraHusme,
1 OHa, BUAVMO, MOABEPKEHA MOPAXEHNIO Npy rnnodpocda-
TEMMWU, YTO MPUBOAUT K MOBbILLIEHWIO PUCKA NaJeHUI, nepe-
nomoB, GU3NYECKON HEeTPYLOCMOCOOHOCTU U YBENUYEHNIO
CMEPTHOCTMN.

CocTosiHME 1 VHaMUKa BOCCTAHOB/EHUS KOCTHOW Mac-
Cbl NpeacTaBAAOT onpedesieHHbIn uHTepec. B pasrap 3a-
60neBaHNA MHOXECTBEHHbIE Nepeniombl BbiABsieHbl Yy 100%
nauneHToB. Hambonee yacTtan nokanusauma — MO3BOHKMY,
a TakxKe pebpa, wenka begpa u Koctn Tasa. Bot nouemy
Mbl PEKOMEHAYEM MPOBOAMUTb CKPUHUHT YPOBHA docdopa
BCEM MaUVEHTaM C HapPYLUEHVAMU MUHepasibHOro obmMeHa.
B cnyyae BoCTMXEHUA BUOXMMMYECKON PEeMUCCMM HOBble
nepesniomMbl He MPOM3OLLIV HM Y OJHOTO NaUMeHTa.

NHTepecHana paboTa 6bina npoBeaeHa B Knutae [43], rae
OLEHMBANUCh MOKa3aTenu [eHCUTOMETpUN u Tpabeky-
nApHOro KocTHoro mHaekca (Trabecular Bone Score, TBS)
y 186 naumeHTOB C KAWHWYECKW MOATBEPXAEHHOW Ony-
XOJb-MHAYLMPOBAHHOW ocTeomansuumein. JIlo6onbITHO, UTo
y MauUMEeHTOB Yalle BCTPEeYasioCb MOpPaKeHVEe MUKPOAPXU-
TEKTOHUKMN KOCTHOW TKaHn (TBS<1,35), uem cHmxeHme MK
(L1-4 Z-score <-2): 89,6% vs 43,9%, p<0,001. B Hawwewn pabo-
Te 3TV HapylweHnA BCTpeyvanncb C OANHAKOBOMW 4acTOTOMN:
56,25% vs 54,55%

B KoHUe 2022 r. BnepBble 6binm onybnnkoBaHbl rnobasnb-
Hble KIMHNYECKNe peKoMeHAaLMW Mo BEAEHNIO MaLNeHTOB
C OMyxonb-NHAYLMPOBAaHHOM ocTeoManauunen [44].

B Tekyuwem uccnenoBaHuu Oblivi HEKOTOPbIE OrFpaHu-
YyeHus. Bo-nepBbix, He BCe NaumeHTbl 06Cef0BaIUCh NPO-
CNEeKTUBHO, YaCTb fiaHHbIX Obiia B3ATa 13 MeQULMHCKUX JO-
KyMeHTOB. BO-BTOpbIX, B 3TO rcCieloBaHMe Obinn BKIOYEHbI
NauuneHTbl C KNMHUYECKN amarHoctupoBaHHon OPD23-ony-
XOJblo, OfIHAKO 6 obpa3oBaHuii (15%) He yaanocb HaWTw.
B AnoHuun He ypanocb HanT 27% onyxonen [25]. OTmeTum,
YTO Mbl NPeBaPUTENbHO UCKIIIOYAN BCE U3BECTHbIE UHbIE
npuruuHbl GocdHoneHnYecKorn 0CTeoMansaLmm, BKIOYas NH-
dy3nn npenapaToB »enesa, BPOXKAEHHbIE PaxXUTbl, HapyLUe-
HMA BcacbiBaHuA pocdopa u T.4.

3AKNIOYEHUE
B maHHOM uccnenoBaHuMM Mbl 0600LWNAN KNUHUYECKUE,

nabopaTopHbIe Y MHCTPYMEHTalbHbIE AaHHbIE C LieSblo npes-
CTaBUTb MyNbTUAMCUWIMIIMHAPHBIA B3MA4 Ha nNauveHToB
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¢  OPO23-npopyumpytowmmn  onyxonamu. Heobxogumo
YRyULWNTb AMarHOCTVKY 3aboneBaHusa nytem UHGOPMUPOBa-
HWMA Bpaven, onpepeneHus ¢ocpopa B KPOBK Yy MALNEHTOB
C Pa3NNYHBIMU CKENETHO-MbILLIEYHBIMU HAPYLIEHUAMY, A TaK-
Xe BBefleHVEM B NabopaTOpHY0 MPaKTVKy OnpeaeneHus
OP®23. HecmoTpA Ha TAXeCTb CMMMTOMOB, 6osiee NonoBu-
Hbl MALMEHTOB JOCTUrAT OUOXMMUYECKON PEMUCCUN C UC-
ye3HOBeHMEeM 60SIEBOrO CUHAPOMA, MOBbLILWEHEM KauyecTBa
YKW3HU N BOCCTAHOBIEHMEM CKENETHO-MbILLIEYHOTrO annapaTa.
CoBpeMmeHHble BM3yanusnpyoLie TecCTbl M MOS3TanHbIA Nog-
X0p[ NO3BONAIT HaNTK onyxonb B 85% (34/40) cnyvaes.

B KauecTBe cTpaTernm neyeHnsa Mbl PeKOMEHAYEM XMPYpP-
rMyeckoe fieyeHme C WMPOKMM mcceveHuem. lMNpegonepa-
LMOHHaA broncna He peKOMEHAYETCs, a B C/lyYae Hanmums
METaCTa30B UM HEBO3MOXHOCTY yAannTb obpa3oBaHue no-
Ka3aHa KOHcepBaTvBHasa Tepanus. JleueHue bypocymabom
MoKa3asno xopoLlurie pesynbraTbl C JOCTXKEHEM BMOXUMN-
YeCKom peMrnccumn, 1, BO3MOXHO, ANTeNbHaA Tepanua CMo-
XKET yNyulimnTb 1 Apyrne nokasatenu naymeHTa.

OPUTMHAJIbHOE NCCNEAOBAHUME

AONOJIHUTENIbHAA UHOOPMALINA

UctouHnkun ¢uHaHcupoBaHusa. Pabota nposefeHa npu duHaHCO-
BOWM nopaepxke MuHucTepcTBa 3ppaBooxpaHeHusa Poccuiickon QDepe-
pauuy B pamKax BbIMOJIHEHWA rOCY[apCTBEHHOro 3aAaHuA «PaspaboTka
NepCcoHanM3MpoBaHHbIX MOAXOAOB K AVArHOCTUKE 1 NIeYeHMIo NaLyeHToB
C OCTeOrnopo3oM BCNeACTBIE SHAOKPUHOMNATUI Ha OCHOBAHUM M3YYeHUA
MOJIEKYSIAPHO-TEHETUYECKIX NMPEANKTOPOB, MPVMEHEHNA NHHOBALIMOHHbIX
MeTO/I0B AMArHOCTVKUN 1 NCCNeA0BaHNA NaToreHesa pefKux 3abonesaHuii
ckeneta» Ne AAAA-A20-120011690202-4.

KoHpnuKT nHTepecoB. ABTOpbI AEKNApUPYIOT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacToALWEN CTaTbM.

YyacTne aBTOpOB. BCe aBTOpPbI BHEC/IN CYL|ECTBEHHbIN BKMaj B Ha-
nrcaHmne pyKonmcu, CyLeCcTBEHHbIE MPaBKU, YTO MOBLICUIO HayUYHYIO LieH-
HOCTb CTaTby, U OACOPVAN GMHaNbHYIO BEPCUIO CTaTby Nepen nybnuvka-
Lven, Bbipasunu coriacme HeCT! OTBETCTBEHHOCTb 3a BCe acreKTbl paboTbl,
rofipasymMeBaloLLyto HaAnexallee n3yyeHve 1 peLueHre BONpoCoB, CBA3aH-
HbIX C TOYHOCTbIO U AOBPOCOBECTHOCTbIO NOOOI YacT PaboThl.
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