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DQochaTyprueckas Me3eHXMMaNbHasA OMNyXoJib MOXET C/Y>KUTb MPUUMHON OCTEOMANALMN U3-3a M3ObITOUHONW CEeKpeumn
dakTopa pocta pubpobnactos 23 (DPM23), HapyLatoulero metabonmsm ¢ocpopa u ButammHa D. ObpazoBaHMA npenmyLie-
CTBEHHO J0BPOKaUeCTBEHHbIE, OAHAKO MeHee UeM B 5% cnyyaeB BCTpeUaloTcs 3/10KauecTBeHHble GopMbl. B cTaTbe BnepBble
B Poccuiickon Qepepaunv npeactaBiieH KIMHUYECKWI ClyYaid naumneHTa 69 et ¢ pocdoneHnyeckorn Gopmon octeomans-
LMK Ha GOHe MeTACTaTUUECKOro PaKa NpeAcTaTeNbHOW Xene3bl. IMeHHO Ans aHAPOreH-HeYyBCTBUTESTIbHOM GOpPMbl OnvcaHa
BO3MOXHOCTb ceKkpeLnn OPD23, yTo NPUBENO K BblpaXXEeHHbIM HapYLLEHNAM MUHEepPasibHOro 06MeHa, CONPOBOXAAloLMMCA
C1abocTbio, 601eBbIM CMHAPOMOM B KOCTSIX, 00€3ABMKMBAHMEM MNaLMeHTa. COCTOsIHME ObINo pacLieHEHO KaK yXyfLeHre Ha
¢doHe nporpeccrpoBaHnsa 3abonesaHmns. OfHaKo CMMNTOMATMUYeCKas Tepanyis, HanpaBneHHas Ha NOBbIWEHWE YPOBHS $oc-
¢dopa B opraHr3me, MO3BONMA 3HAUMTESIBHO YYYLLUTL ObLLEe COCTOAHME NaLmeHTa. MeguuUMHCKoe CoobLeCcTBO fOMKHO
ObITb OCBEJOMJIEHO O BO3MOXHOCTY Pa3BUTHA runodpocdatemun Ha GoHe METACTAaTMUECKOTO paKa NpefcTaTeNIbHOM Xene3bl
y MaLUeHTOB CO C/1aboCTbio 1 6ONAMU B KOCTAX.

KJTIOYEBBIE CJTOBA: dpochoneHus; pochop; octeomanaums; pak npeacratenibHom xenesbl; aktop pocta pubpobnactos 23 (DPD23).

A CLINICAL CASE OF PHOSPHOPENIC OSTEOMALACIA DUE TO PARANEOPLASTIC SECRETION
OF METASTATIC PROSTATE CANCER
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Phosphaturic mesenchymal tumor can cause osteomalacia due to excessive secretion of fibroblast growth factor 23 (FGF23),
which disrupts the metabolism of phosphate and vitamin D. These tumors are predominantly benign, but less than 5%
of them are malignant forms. This article presents the first clinical case in the Russian Federation of a 69-year-old patient
with severe hypophosphatemia due to metastatic prostate cancer. Increased secretion of FGF23 are described in the andro-
gen-resistent prostate cancer, which led to pronounced disorders of mineral metabolism, accompanied by a clinical symp-
tom of weakness, pain in the bones, immobilization of the patient. The condition was regarded as worsening against the
background of the progression of the disease. However, symptomatic therapy aimed at increasing the level of phosphate
significantly improved the patient’s general condition. The medical community should be aware of the possibility of devel-
oping hypophosphatemia in patients with weakness and bone pain, which are not always associated with the progression
of metastatic prostate cancer.
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AKTYAJIbHOCTb MUHepanu3aynm KOCTW, HaKomnjeHnem HeMunHepanmso-
BaHHOrO OCTeoufa W BblpaxkeHHOW noTtepen ¢pocdatos

®ocdoneHnyeckasa dopma octeoManaunn, Takxke U3- nodkamu [1]. Hambonee yacTtoin NPUUYNHON OHKOTEHHOW
BECTHasA KaK OHKOreHHas OoCTeoManAuus, NpeacTaBnfeT  oCTeoMansauuy ABMAAETCA Me3eHXVMalibHasa Omnyxosb, ce-
CO60 KpalHe pepakuii NpUoOOpeTeHHbIi MapaHeonna-  KpeTupyowaa dochaTyprieckuin ropmoH — $paKkTop po-
CTUYECKNI CUHAPOM, XapaKTepusywwuinca HapywerHnem cTta ¢nbpobnactos 23 (DPDM23). N36bITouHaA npoayKums
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®PD23 conpoBoxpaetcs pa3Butmem runodocdatemmu,
UHrMbmpyeT peabcopbumio dpocdatos 1 HapywaeT 1a-ru-
apokcunupoaHue 25(0H)D. Hanbonee yactas nokanmsa-
una obpa3oBaHUN — HUKHME KOHEYHOCTM, FOJIOBa, Tas,
BEpPXHUE KOHeYHOCTM [2]. B KnmHM4YecKonm KapTuHe npe-
o6napatot AnddysHbie 601 B KOCTAX, MPOrpeccupyoLLas
MbilIeYyHas CfaboCTb, Pa3BUTME MHOMXECTBEHHbIX MaTo-
nornyeckux nepenomoB. OHKOreHHas ocTeomanauus
HepeaKo CTaHOBUTCA MPUYMHONM OWMOOYHOrO AMArHO3a
0OCTEONOpO3a UM METACTaTUYECKOrO MOPaXKeHUs KOCTen
ckenera [3].

OcTeomansauusa, MHAYLMPOBAHHAA OMyxoJibio, B pel-
KMX Clyyaax MOXeT ObITb CBA3aHa CO 3/10KauyeCTBEHHbIMU
HOBOOOpa30BaHUAMYK, TaKNMK KaK pak MpeacTaTtesibHoOn
xenesbl [4, 5], pak MonoYHon xenesbl [6], aHannacTnye-
CKUI paK WNTOBNAHOW »ene3bl [7], pak TONCTON KWK [8],
MEJIKOKIETOYHbIN pakK fierkoro [9], Bce 13 KOTOpbIX ABNA-
I0TCA HEMEe3eHXUMaslbHbIMU OMyXOisiMK, HO npeTepne-
BAlOT 3NUTENMNANIbHO-Me3eHXUMaMbHbIN nepexon B Mpo-
uecce metactasmpoBaHusa. CMMATOMbI, XapaKTepHble Ans
bochoneHnyeckon ocTeomansaLmMm ONyxoneBoro reHesa,
Yy MaLMEeHTOB C OHKOMOTMYecKUmMu 3abosnieBaHMAMU MO-
ryT OblTb CBA3aHbl C CYLECTBYIOLWMM OHKOMOTMYECKUM
NnpoLeccom, U NOTEHUMANbHbIA AMArHO3 OMYXOJNb-NHAY-
LMPOBaHHO OCTEOMANALUN MOXET ObITb HE YCTAHOBJIEH.
B cBA31 C 3TVIM Ba’>KHO YUUTbIBATb OHKOFEHHYI0 OCTEOMans-
uuio npu guddepeHunanbHOM AMAarHOCTUKE Y NaLeHTOB
CO 3/10KayeCTBEHHbIMU HOBOOOPA30BaAHNAMM, Y KOTOPbIX
Habnogaetca runodochatemma. Kpome TOro, nopob-
Hble Clyyaun NpefCcTaBnAIOT AOMNONHUTEbHbIE TPYAHOCTU
B CBA3V C NCMOJIb30BAaHNEM aHTMPE30POTNBHONM Tepanuu
y MAaLMEeHTOB C MeTacTa3aMu B KOCTU, KOTOPAs MOXET Bbl-
3BaTb U36bITOYHYI0 aKcnpeccuio OPD®23 n ycyrybutb oH-
KOTeHHY0 0CTEOMANALMIO.

B ctatbe Bnepsble B Poccuinckon Gegepauymm npeacras-
NeH KAVHNYeCKMI Crlyyan naumeHTa C BblpaXeHHOW rmno-
docdatemmen Ha PoHe MeTacTaTMUeCKOro paka npencra-
TeNIbHOW »Kefe3bl, NprBefeHbl 0COOEHHOCTV AMArHOCTUKNY
N NieyeHms.

OMUCAHUE CNYYAA

MauweHT M., 69 net, Bnepsble obpaTunca B Prey «<HMNL,
TpaBmatonorum n optonegum mm. H.H. MNproposa» MuH-
3apaBa Poccum ¢ xanobamu Ha 60onu B KOCTAX, 60511 B KO-
NEHHbIX CYCTaBaX, BbIPAaXKEHHYIO MblLLEYHYIO ClaboCTb, npe-
UMYLLECTBEHHO B HUWXKHMX KOHEYHOCTAX, TPYAHOCTU Mpwu
xoabbe (nepenBurancs B MHBanNMAHOW KOJIACKE).

M3 aHamHe3a M3BeCTHO, YTO NpW MNJaHOBOW AWCMAH-
cepv3auuy B BO3pacTe 63 fieT BnepBble Obiflo BbIABIEHO
MOBbILEHNE YPOBHA MNpocTaTcneymdruyeckoro aHture-
Ha [0 250 Hr/mn, B CBA3U C YeM MauuWeHT Obl1 Hanpas/eH
B OHKOJIOrMYeCKUi gucnaHcep no mecty xmutenbctsa. Npun
[oo6ceqoBaHMM YCTaHOBIEH AMArHO3 paka npeacTaTesb-
Houn xene3bl, IV ctagna T3NOMT1. MNposegeHbl 11 Kypcos
XnummoTepanuu ¢ nogaepuBarLen ropMOHanbHON Te-
panven npegHn3onoHom B fose 10 mr B CyTKM C nochne-
OYOWMM YMeHbLlUeHeM J03bl 4O 5 Mr B CYTKKU, KOTOpYIO
naumeHT MpPoJoKaeT MPUHMMATb MO HacToAlWee Bpe-
MA, Tepanua aHTWaHgporeHamy, aHasoramu roHagoTpo-
NUH-PUNN3NHT-TOPMOHa. OQHOKpPaTHO MpoBOAWNAach WH-
by3us 301eapOHOBON KUCNOThI B 036 4 M.

B Bo3pacTte 67 neT naumeHT CTan oTMeyaTb MocTenex-
HO HapacTawLyio 60/b B KOMEHHbIX CcycTaBax. [10 faHHbIM
peHTreHorpadum — KapTvMHa roHapTpo3a. HasHavanacb
Tepanuna HeCTePOVAHbIMM NPOTMBOBOCNANIUTENBHBIMU Mpe-
napaTtamu, OjHako CyObeKTUBHO YyULLEeHUs CaMOUyBCTBUA
He OTMeYaJl, BblpaXXeHHOCTb 6onen yBenmumeanacb. B cesasu
C MOCTEMEHHbIM YXyALEeHNeM COCTOAHMA, Pa3BUTVEM Mbl-
WeyHoM ¢1labocTn B HOorax ¢ Bo3pacTta 68 neT ctan nepensu-
raTbCA C ONOPOW Ha KOCTbIIK, C 69 neT nepeaBMraeTca B UH-
BaNMAHON KonsAcKe. B kauecTBe obe360MBatlowWen Tepanmm
exxefHeBHO nNpuHMMan Tpamagon no 100 mr 4 pasa B CyTKWY,
yepes Kaxable 6 u.

Mpw nnaHoBoM 06CNefOBaHNM MO AAHHBIM MYyNbTUCTN-
panbHol KomnbloTepHon Tomorpadpum (MCKT) onpepe-
NANNCb OYarn B KOCTAX CMELLaHHOro reHesa: B nepegHem
U 60KOBOM OTpe3kax 3-ro pebpa cnpaBa (TonwmHa mts
22 MM), B 3agHemefmnanbHOM — 6-ro pebpa cnpaea (Ton-
WwmHa mts 20 mm), B cefanuLHbIX KOCTAX 1 B MPaBOW NOH-
HOW KOCTW, B FOJIOBKE U LUEKe JIeBON GelpeHHO KOCTW.
Mo pe3synbTatam peHTreHorpadumn: MHOXeCTBEHHbIE ovaru
30H NepecTPOMKN KOCTHOW TKaHW, MHOXeCTBEHHble naTo-
nornyeckme nepenombl KOCTen ckeneta — KocTen Tasa, no-
3BOHKOB, LleeeK 06enx 6efipeHHbIX KOCTeW, BEPXHEN TPeTK
60nbluebepLOBbIX KOCTEN C ABYX CTOPOH. [0 MecTy utenb-
CTBa NPoBOANIACb OCTEOAEHCUTOMETPUSA, BbIABIEHO Bbipa-
YKEHHOE CHMXEeHME MUHEepPanbHOM NAOTHOCTU KocTu (MIK)
B MPOKCMManbHOM oTaene beppeHHoOW Koctu o -4,85D
no T-kpuTepuio, B Lienom B 6egpe go -4,0SD no T-kpuTtepuio,
MIMK B nosacHnyHOM OTAene MNO3BOHOYHMKA B npegenax
HOPMaJbHbIX 3HaYeHu. Torga »e Brepsble Npu nabopaTtop-
HOM 06CNeloBaHN BbIIBIEHbI CHUXKEHVE YpoBHSA pocdopa
no 0,4 mmonb/n (0,74-1,52), nosTtopHo — 0,49 mmonb/n, ru-
nokanbuvemmsa (Kanbuun obwmn 1,94 mmons/n (2,15-2,55),
Kanbumii MoHM3MpoBaHHbIA 1,14 mmonb/n (1,09-1,35)), no-
BblLLEHME YPOBHA LienoyHon pocdaTassl (LLD) no 382 Ea/n
(50-150). Janee nauMeHT NOCTYNW B OTAENEHNE HENPOIH-
JokpuHonorun u octeonatun Oy «<HMWLL sHgoKpuHosno-
rum» MuH3sgpasa Poccun.

Ha mMOMeHT nocTynneHus B OTAeneHve nauueHT nosny-
yan anbdakanbumgon 1,5 MKr B CYTKW, Ha3HAUYeHHbIN 13-
HauyanbHo B OIBY «HMWL| TpaBmaTtonornm u opToneammn
um. H.H. NpropoBsa», nepopanbHyo caxapoCHMKatoLLyto Te-
panuio Nno NoBofdy CaxapHoro AvabeTa 2 TMNa, rTMNOTEH3MUB-
Hyl0 Tepanuio.

MNpu ocmoTpe B oTgeneHun: pocT 172 cm (CHMXKeHne
B pocTe Ha 10 CcM 3a XW3Hb), Macca Tena 85 Kr, MHAEKC
mMaccol Tena 28,7 kr/m? B xope pacwwmpeHHoro nabopa-
TOPHOro o6cCnefoBaHNA B CTaUMOHApPe COXPaHANUChH -
nodochatemuss B COYETAHUN CO CHUKEHHBIM UHOEKCOM
TyOGynapHon peabcopbuunmn ¢ochaTos, NOBbILIEHNE YPOBHSA
WO (tabn. 1). Mo pesynbratam MCKT — natonormyeckume
nepenombl 4-10-ro pebep cnpasa u 5-9-ro pebep cnesa
B CTaAMM KOHCONMMAALUUKW, MHOXeCTBEHHble 3acTapesible
KOMMpPEeCCUoHHble nepenombl Ten Th2-8, Th10, Th12, L1-3,
L5, cmewaHHaA nepecTporika NpaBbiX TOHHOW 1 cepanuiy-
HOW KOCTU ¢ pOPMUPOBAHKEM NATONIOMMUYECKOTO Nepenoma
M ocTeobnacTnyeckas nepecTporika JIeBOM CefanuLHon
KocTu, 6onee COOTBETCTBYWOLME BTOPMUHBIM U3MEHEHU-
AM (mMts), 0AHAKO HeNb3A MOJSIHOCTbIO UCKIOUYNTD U3MEHe-
HUA, ABNAKLWMECA CNefCTBMEM ONYXO0Nb-MHAYLNPOBaHHOM
ocTeomanaumu, nsmeHeHus 3, 6-ro pebep crnpasa 6onee
COOTBETCTBYIOT GUOPO3HON AUCMNA3MM WU OMYXOJb-
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Tabnuua 1. [laHHble nabopaTopHOro obcnenoBaHua naumeHTa . npy nepsryHomM obpatieHnn B OIY «HMULL sHgoKprHonorums MunH-
3ppaea Poccum n B AnHamunke

Mpwu nepBnyHOM PedepeHcHbIi

Mapametp o6paweHm Yepes 6 mec nHTepBan
Kanbuun obwmin, Mmonb/n 2,28 2,31 2,15-2,55
Kanbuunin NoHN3NPOBaHHbIN, MMOSb/ 1 1,10 1,14 1,03-1,29
®ocdop, Mmonb/n 0,38 0,65 0,74-1,52
LW®, Ea/n 312 261 40-150
MTF, Hr/Mmn 239 17,37 15-65
KpeaTnHWH, MKMOnb/n 72,9 86,5 63-110
NHpekc TybynapHon peabcopbunn docdatos, % 74,68 56,8 85-95
Kanbuun B CyTOYHON MOYE, MMOSb/CYT 3,95 7,45 2,5-8
C-KoHLeBON TenonenTug KonnareHa 1-ro tmna, Hr/mn 0,513 1,17 0,1-0,85
[MWKMpPOBaHHbIV reMornobuH, % 6 6,5 4-6
MpocTatcneundunyecknin aHTUreH, Hr/mn 27,61 - 0-4

VHAYUMPOBAHHOM ocTeoManaumu (puc. 1,2). HaocHoBaHun  anbdakanbumgona go 4 mkr. Ha ¢oHe nposogumon Te-
[JaHHbIX aHaMHe3a, TAbOPATOPHbIX U MHCTPYMEHTANIbHbIX  panuu OTMEeYanocb nosbileHue yposHsA ¢ocdopa c 0,38
NCCreloBaHUN YCTaHOBMEH AunarHo3 «docdoneHmyeckaa o 0,48 mmonb/n, cHuKeHue aktuBHoctu LU®, nauyueHT
dbopMa ocTeomanaLMM ONyxosieBOro reHesa», UHULUUNPO-  CYOBbEKTVBHO OTMETWUST YMEHbLUEHME BbIPaXXeHHOCTU 60-
BaHa TepanuAa npenapatamu ¢ochopa v yBennyeHa fo3a  Jiel B KOCTAX.

Puc. 1. MCKT no3BoHOYHMKa nauueHTa 1.

OnucaHue: A) octeocknepotuuyeckue oyaru B Tene Th1 nTh11 no3BoHKoB (cTpenku); b) B 60KoBOM 1 3aiHeM oTpe3Kax 3-ro pebpa cnpasa
6nacTomarto3Has TpaHcpopMaLmsa, MHOXXECTBEHHbIE KOMIMPECCMOHHbIE MEPENIOMbl TEJ1 TO3BOHKOB.
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Puc. 2. MCKT kocTen Ta3a

OnucaHme: A) B ronoBKax U LWenKax 6efjpeHHbIX KOCTEN 30HbI OCTEOCKIepo3a 6e3 YeTKUX KOHTYPOB, C HalMumMeM MaTonormyeckoro nepesioma LUenku
npaBoii beapeHHON KocTy (cTpenka); b) ouarn octeockneposa B NpaBbiX JIOHHON W CefaNLHON KOCTAX ¢ GOPMMPOBaHMEM NaTONOrMYECKOro rnepenoma
(CcTpenka) n octeobnacTyeckas nepecTpoiika NeBo ceaanuLiHom KoCTu

Ona Tonnyeckon [MarHOCTMKU MpoBedeHa COMaToCTa-
TUH-peLenTopHan cuMHTUrpadma B pexume «BCe Teno»
¢ P"Tc-TekTpoTngom. OTmeuaeTca runepdukcaumns paano-
dapmaLeBTYECKOro npenapaTta B ouyarax MOPaXKeHHbIX
KocTten (puc. 3.1, 3.2), UTo CBUAETENBCTBYET O HAIMUUN CO-
MaTOCTaTMHOBbIX PELIeNTOPOB B 3TUX yyacTKax, U, Hanbonee
BEPOATHO, MeTacTaTMyecKoe MopakeHne ABNAETCA UCTOY-
H1KoM npoaykunn OPD23.

1.2mm 1.375:1 / 1.0sp|

1.2mm 1.375:1 / 1.0sp
SFOV §0.0 cm

Ha mMomeHT nocnegHero HabnogeHUss Ha ¢GoHe exe-
OHEBHOW Tepanuu npenapatamm docpopa U akTUBHbIMU
meTabonutamm ButammHa D (anbdakanbumpon 4 mkr/cyT)
OTMeYeHa NOJIOKUTENbHaA AMHAMWKa B BUAE YBENIMYEHUS
ypoBHsa ¢ocdopa fo 0,65 MMONb/N, CHMKEHNA aKTUBHOCTY
LD no 261 Ep/n, coxpaHeHUsa HOpMOKanbuneMnn (GuHamm-
Ka nokasarenen Kanbuunin-¢pocopHoro obmeHa B CbIBOPOT-
Ke KpOBU U CyTOYHOW KanbLypumn NpeacTaBneHa B 1abn. 1).

1.2mm 1.375:1 /0.6sp

SFOV 50.0 ¢cm

Puc. 3.1. Pesynbtathl OOIKT/KT nauymnenTa .

OnucaHwme: B 1eBOI NONTOBUHE TeJa C PacnpoCcTPaHeHNeM Ha HOXKY Ayr Th11 no3BoHKa Br3yanu3npyeTca ouar OCTeoCKepo3a C POBHbI-
MW KOHTYpamu, pasmepamm 43x22x22 MM, C NoBblweHHON dukcaumeit POM (ctpenku) Bo poHTanbHow (A), carnttanbHol (B), akcmanbHom
(B, T) nnockocTax.
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3751 /1.0sp
.0 cm

1.2mm 1.375:1 /0.6sp

Puc. 3.2. OO3KT/KT nauuenTa .
OnucaHue: B3ayTue U HEOQHOPOAHOCTb KOCTHOW CTPYKTYpbl NepeHero oTpeska 3-ro pebpa crnpasa (A) 1 3agHero otpeska 6-ro pebpa
cnpaBa (b), KOPTVKANbHBIV CNOWM C HEPOBHBIMM KOHTYpPaMU C HakomjeHnem paanodapmaleBTnyeckoro npenapata (B, ctpenku), nnot-
HOCTb KOCTHOW TKaHV MOBbILLeHa Ha Bcem npoTsxeHuu (I).

OBCYXXAEHUE

B cTtaTbe npepcTaBneH KNMHNUYECKUI Cyyaln pasBuTuA
ocTteomanaynu scnepcteue cekpeunn OPO23 metactazamum
paKa npepcTaTeNibHow xesne3bl. CNOCOOHOCTbIO CEKPETUPO-
BaTb OPM23 ob6nagatoT ocTeouuTbl K UX NPeaWwecTBEHHU-
KW, NO CYTW 1eNa, 3TO Me3eHXMallbHble CTBOJIOBbIE KNETKN
Ha pa3nuyHbIxX 3Tanax anddepeHLNPOBKM B CTOPOHY OCTe-
obnacta/ocTeounTa, KOTOPbIE U COCTABAT CEKPETOPHYIO
yacTb onyxonu. [mnepcekpeuma OPDO23 onucaHa ana paga
[06pOKaYeCTBEHHBIX OMYXOsiell Me3eHXUMabHOro NPouc-
XOXAEHNA: reMaHronepuLnTOMbI, IMMOMbI, OMYXOJIN OKO-
noywHon xenesbl [2, 10, 11]. KoHuenuuio ob6beauHeHunsA
nog TepMnHoOM «dochaTypuyeckux Me3eHXMmasnbHbIX Ony-
XOJier» reTeporeHHbIX ONyxosien KOCTen N MATKNX TKaHew,
cekpeTupyoLrx pochatypryeckrie ropMOHbI, MPeaSIoXKI
B 1987 r. Weidner N. u coaBT. [12]. B obuiein cnoxHoctn
B Mupe Ha 2022 r. 3adpukcupoBaHo 1725 cnydyaeB. MeHee
5% cnyyaeB CBA3aHO CO 3/I0KAYECTBEHHbIMU OMYXONAMMU.
D710 6bINV NaUMEHTbI B BO3pacTe OT 5 Ao 62 neT, 60NbLlNH-
CTBO U3 HNX — B3pOcCrible B Bo3pacTe 35-40 net, COOTHOLWe-
HUEe MYXXUMH M XKeHWKMH 1:2. Onyxonun nopakanau ropTaHb,
A3bIK, MeyeHb, Ta3 N KOHeYHoCTu. MporHo3 Hebnaronpu-
ATHbIN. ONMcaHbl TakKe Ciyyan 3/10KauyeCTBEHHOW TPaHC-
dopmaLmm meseHxumanbHon GochaTypuueckom onyxo-
N B CapkoMmy, C MyTaumamu B reHe TP53, npuyem BpemaA
OT Hayana 3aboneBaHna fo TpaHcGoOpMaLMM LWIMPOKO Ba-
pbMpPOBanoCcb OT MOMEHTa NepBoOro npossieHusa ao 6o-

nee yem 20 net cnycta. [peanKTopoB 3710Ka4YeCTBEHHON
TpaHchopMaL M OOHapY»KEHO He Obifo, 38 UCKIIOYEHMEM
pacnpoCTPaHeHHOCTY npoLuecca, 6bICTPOro pocTa Onyxo-
nun. KoHUeHTpauuma B KpoBKM brionormyecku akTusHom dop-
Mbl — MHTAaKTHOro OPM23 (MOPD23) — He BAMANa Ha Npo-
rHo3 3abonesaHus [13].

Pak npenctatenbHowm »enesbl ABAAETCA HeMe3eHXU-
MaJibHOW OMyXOJiblo, KOTOPAsi MOXET MpeTeprneBaTb 3MnnTe-
NnanbHO-Me3eHXMabHbIN Nepexos B Npouecce mMeTacTa-
3MpPOBaHMA. Y MaLMeHTOB C pakoM NpeacTaTesibHOW Xenesbl,
HauuHas ¢ nepeoro coobuweHnsa B 1975 r., 6bIIO ONMcaHo
elle oKono 25 cnyvaes, 1y 60NbLUMHCTBA M3 HMX Habnioaa-
NNCb MeTacTasbl B KOCTAX 1 aHAPOreH-HeyyBCTBUTENbHasA
dopma paka npepctatenbHon xenesbl [14]. B cnyvae 3no-
KauyecTBeHHbIX 0Opa3oBaHuii rmnopocdatemmns MOXeT ObITb
oTAeneHa no BpeMEHM, T.e. NOABUTLCA 3a rofibl 1O U Mecs-
bl CNYCTA MOC/e NMOCTAHOBKM AUArHO3a OHKOMIOMMYeCKoro
3abonesaHusa [13].

Haunbonee pacnpoctpaHeHHbIM pochaTypmnyeckmm co-
e[IVHEHMEM, KOTOpPOe CMOCOOHbI CeKpeTNPOBaTb OMyXonu,
aBnaetca nmeHHo OPP23. 3-3a notepb pocdopa ¢ mouon
pa3BuBatotca runodocdaremus, octeomManauus, Heagek-
BaTHO HM3KMe YPOBHU 1,25(OH)2D. YpoBHU 25-rnpgpokcmem-
TamuHa D 1 Kanbuuma B CbIBOPOTKE KPOBU OObIYHO B HOpME.
TakXe TUNNYHBIM MPU3HAKOM ABNAETCA NOBbILLEHWE AKTUB-
Hoctn LD B cbiBOpOTKE KpOoBU, a ypoBHU [T MoryT 6bITb
KakK HOPMaJibHbIMY, TaK U MOBbILEHHbIMI, HO Yalle BCEro
OCTaloTCA B pedepeHCHOM uHTepBane [15, 16].
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KIMHUYECKW CITYYAW

B KNMHMYECKON KapTMHe HabniogdalTca nocsieacTsus
TAXenon runopocdaremun: BoipaxkeHHasn cnaboctb, 6onu
B KOCTSIX, MPOKCMMasbHas MMOMNATUSA, XenygoYyHOo-KuMLLey-
Hble paccTpoicTBa [9]. HeobxoaMmMo oTMeTUTb, UTO Y Npes-
CTaBNEHHOrO HaMU NauueHTa 6b1IK Kanobbl, XxapakTepHble
ana runepnpopykuyun OPO23, — Bbipa)keHHaa MblleyHas
cnabocTtb 1 605K B KOCTAX. B jaHHOM criyyae BO3HUMKLWME
y nauueHTa 6011 1 U3MEHEHUs B KOCTAX Oblin, BEPOATHO,
pacLeHeHbl Kak 0CTeONopo3 Ha GOHe FMIKOKOPTMKOWA-
HOW M aHTMaHAporeHHon Tepanuu. Mo noBody KOCTHbIX
MeTacTa30B OHOKPATHO Ha3Havyanacb Tepanunsa 301e4po-
HOBOW KUCJIOTOW. XOTA 30/1e4poHOBas KUCNoTa U AEHO-
cymab gokaszanu cBow 3PPeKTUBHOCTb B CHUXEHUN CKe-
NETHbIX OCJIOXKHEHUI MPU aHAPOTreH-HEeUYyBCTBUTENbHOM
dopme paka npepcTaTenbHOW Xenesbl, UX CnegyeT npu-
MEHATb C OCTOPOXHOCTbIO Y MaLVEHTOB C OCTeoMans-
uuen [17-19]. Jlerkaa u npexogsawas runodocdartemms
ABNAETCA YacTbiM MNob6ouyHbIM 3PPeKkToMm peHocymaba
1 30/1e4POHOBOM KNCNOTbl. HECMOTPA Ha TO YTO NpuUMeHe-
HUe aHTUPE30POTUBHOW Tepanuy CYLLeCTBEHHO CHUXaeT
UNCJIO CKEJIETHBIX OCJIOKHEHWI OHKONIOrMYecKmx 3abone-
BaHWI, YMEHbLUAET BblPa>KEHHOCTb OONEBOr0 CUHAPOMA,
YNyyLllaeT KauyecTBO U, MO HEKOTOPbLIM JaHHbIM, MPOAOITKU-
TENbHOCTb XU3HU OHKONIOTMYECKNX 6OJbHbIX, HAa3HaYeHne
6ncdocPoHaTOB HexenaTeNbHO Npu octeoManauum [20].
Cyuetom ocobeHHOCTel papmMakoKnHeTnKU brcdocdoHa-
TOB, AJ1A1 JIeYEHNA KOCTHbIX METAaCTa30B ONTUMasbHO Oblsio
6bl UCNONb30BaTb AEHOCYMab, KOTOPbLIV He HaKanaMBaeT-
CA B KOCTHOM TKaHW U C MeHbLUel BEPOATHOCTbIO BAMAET
Ha Npouecchl MUHepanmnsauum KocTHowm TKaHu [21]. MNepen
Ha3HayeHVeM aHTMOCTEONMOPOTUYECKOW Tepanuu, Ans
anddepeHymanbHOM ANArHOCTUKM OCTEOMANALMUM 1 OCTe-
Oonopo3a peKkoMeHAyeTCss NpoBefeHUe JOMONHUTENbHbIX
nabopatopHbIx uccnegoBaHuii [22]. MNockonbKy 3Toro
B JaHHOM CJlyyae He NpPour30LUJIO, ANArHo3 0CTeEOManALUM
6bl1 3aM0A03PEH TONbKO CMYCTA 4 rofa, YTO OYEHb TUMMNY-
Ho. B 95% cnyvyaeB mauueHTbl AnAuTeNbHO HabnogatTca
C OCTEONOPO30M, FUNepnapaTUpPeo3om, pasfinyHbIMK Ba-
pvaHTaMn apTPUTOB W ApPYruMy 3aboneBaHUAMU MUHe-
panbHoro obmeHa [23, 24].

Y ob6cyxpaemMoro nauueHTa BbISBUIM TUNIMYHbIE N1ab0-
paTtopHble npusHakyn GPPO23-nHayuMpoBaHHOM OCTeOMa-
nauyun: runopocdatemumio 0,4 mmono/n (0,74-1,52), runo-
Kanbuunemuio (Kanbumn obwmn 1,94 mmonb/n (2,15-2,55)),
nosbiweHre yposHsA O go 382 Ea/n (50-150). Mpu 06Ha-
pyXeHun runopocpateMmy HeobxoaMMa OLIEeHKa noTepu
docdopa ¢ mouoir. [ina 3TOro paccumTbiBalOT TYOynsp-
HbI MHAEeKC peabcopbunn docpopa (TRP, %). B Hopme
uHpeKkc peabcopbumn ¢ochopa [OMKEH COCTaBAATb
85-95% [25, 26]. Mpu OPD®23-onyxonu bochop akKTUBHO
3KCKpeTmpyeTca ¢ moyom, n TRP (%) cocTtaBnaetr meHee
85%. Y npepcTtaBneHHoro nauveHTa TRP (%) 6bin CHUXKeH
n coctaBun 74,68%.

Monck ®P®23-06pa3oBaHnii  BbIMOJHAIT MO3TaMHo.
BHauane npoBoAAT «pYHKLMOHANbHYIO BU3yann3aumion,
T.e. MUCNONb3yloT crneuynouyeckre pagmodapmnpenaparbl
(POIT), KoTOpble HakanNIMBAOTCA B TKaHW OMyXOSn 3a cyeT
HanMuuA B He COMaTOCTaTUHOBbIX peLenTopoB 2A noatuna
[27]. NpumeHseTca cumHTUrpaduma ¢ POI (*"Tc-TekTpoTng,
"Mn-okTpeoTna) NMbo NO3NTPOHHO-IMUCCMOHHAs TOMOrpa-
¢us ¢ POI (conu rannms: ®Ga DOTA-TATE/NOC). 3atem ocy-
LeCcTBAAT Tonnyeckmi nouck onyxonu: KT, MPT, Y3U. Mpn

TakoMm nopxofe yfaaetcs sepudurumposatb o 70% obpaszo-
BaHuM [28]. Y nauuneHTa [MN. 6bi1 06HapyKeHbI MHOXECTBEH-
Hble oyaru ¢ runepdrkcaumern PO B ouyarax nopa<eHHbIX
KOCTeN, YTO CBUAETENbCTBYET O HANMUYUKN B MeTacTasax co-
MaTOCTAaTUHOBbLIX PELENTOPOB, a 3HAUWUT, KOCBEHHO MOA-
TBepxkpaet cekpeunio OPDO23.

JobpokauectBeHHble OPD23-onyxonm 06bIYHO UMe-
0T AuameTp He 6onee 5 cm, xoTA GbIIM oNuUCaHbl 1 bonee
KpynHble obpasoBaHua [19, 29]. B PO umetotcs onvicaHua
OTAENbHbIX KIMHMYECKMX ClyyaeB AOOpOKauyecTBEHHbIX
OPD23-npogyumpytowux onyxonen [1-3, 24, 30], ogHa-
KO nepBoe onucaHue npuHagnexut PoguoHoson C.C.
B 1992 r. [31]. Onyxonn npeumyLiecTBEHHO JI0Kann30Ba-
JINCb B HUXKHUX KOHEYHOCTSAX, B KITMHNYECKOW KapTUHe npe-
obnagany MHOXeCTBEHHble MepesioMbl U CUMMITOMbI MUO-
natun. OTNNYNTENBbHBIMU NTAOOPATOPHLIMK MPU3HAKAMU
BO BCEX CJIyyanx ABAAMNCH BblpaXeHHas runopocdaremus
U CHVXXEHHBIN NMHAEKC TyOynapHon peabcopbunm docda-
TOB. XMpyprmyeckoe nevyeHre BbIMOHANOCh B paclUnpeH-
HOM O0ObeMe, Tak Kak OMyXO/u Yalle He MHKaMNCyNMpOoBaHbl,
MOTYT BpacTaTb B OKpy»atoLwue TKaHy U BU3YanbHO ObiTb
HeoTnIMUYMMbI OT HKX [32]. B cnyyae pagvkanbHoOW pesek-
LM BOCCTaHOBIEHUe YpoBHSA docdopa B KPOBU perncTpu-
poBanocb Ha 3-7-e CyTK/ MOC/e onepauuu, u peMuccus
coxXpaHAnacb gnuTenbHo. NepcnucTnpoBaHme 3aboneBaHns
nocrne Xnpypruyeckoro BMELIATENbCTBA BCTPEYAETCA pexe
U, BUAVIMO, CBA3aHO C AUCCEMUHALMEN OMYXONEBbIX KNETOK
[30]. K opyrum dakTopam puricka peuuamnBa OTHOCAT »KEeH-
CKWIA MO, ONyXONy NMO3BOHOUYHMKA, 3/10KaYeCTBEHHbIE HO-
BooOpa3oBaHus [33].

OTnnunTENbHBLIM NPY3HAKOM 3/10KQYeCTBEHHOM
TpaHchopMaunn SBNAAIOTCA MHOXXECTBEHHble MeTacTasbl,
KOTOpble, OAHAKO, MOryT OblTb CBOWCTBEHHbI U [O6pPO-
KauecTBeHHbIM onyxonam [34, 35]. YposHu nOPD23 y nayu-
€HTOB C ;06 pPOKaYeCTBEHHBIMI OMYXO/AMY BapbUPOBANUCh
oT 44,0 po 18286,4 nr/mn (cpegHee 3HayeHnexSD —
1304,1+3660,3). PeTpocnekTuBHbIA aHanu3 144 cnyyaeB
noKasasn, 4Yto meauaHa KoHueHTpauun nOPDO23 npu po-
6poKayecTBeHHbIX 06pa3oBaHUsAX coctaBuna 302,9 nr/mn
(MnH. 42,6, makc. 706,5) [23]. InA cpaBHeHMA: B 3/10Kaye-
CTBEHHbIX onyxonax yposeHb nOPD23 cbIBOPOTKM cocTa-
Bun 121 nr/mn [36].

Wunpokas xupypruyeckas pesekumsa — MeTof Bbl-
60pa, nockonbky Apyrux 3¢¢eKTBHbIX METOLOB Jeve-
HUA (NpWM 3N0KayeCTBEHHOM BapuaHTe) He CyllecTBYeT.
Mocne ycnewHown onepaymnn ypoBeHb docdopa BoccTa-
HaBnuBaeTca yxe Ha 5-10-e cyTKn. KacaTtenbHO XumMu-
oTepanun onpefeneHHbIX pekoMmeHaauum Het. Seijas R.
n coaBT. [37] coobwanu, 4to 6 LMKIOB Npuema agpu-
amMMUMHA OCTAaHOBWIN MeTacTa3npoBaHME Ha 2 ropa.
Sidell D. n coaBst. [38] Mcnonb3oBanu JOKCOPYOULWH,
JoueTakcen u remuntabuH ans XuMmoTepanuu 3J0Ka-
yecTBEHHOM onyxonu roptaHu. Morimoto T. n coasr. [36]
NpeanoXunm KOMOMHUPOBAHHYK XMMWOTEpanuio, Co-
cToAWY N3 agpuaMmnuunHa, ndpochamuaa, remuntabrHa
1 pouetakcena. OfgHako M3 5 MauMeHTOB, MOMYYUBLLKX
XMMmnoTepanuio no MoBojy 3/0KayecTBeHHbix OPD23-
onyxosew, BbKUI TONIbKO 1 MaLMeHT C ONyXOoJbio ropTa-
HU. 3HAUMMOI B3aMMOCBA3UN MeXAy JieUeHNEM 1 pe3ysib-
TaTaMy 06HapyXeHo He 6biio [13].

B Hawem cnyuyae papukanbHaa onepauusa Obina He-
BO3MO>KHa, NOCKoNbKy npoaykuna OPPD23, ckopee Bcero,
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CBfi3aHa C KOCTHbIMW MeTacTa3aMy paka npepcraTesib-
HOWM »ene3bl, B CBA3M C YeM Ha3Hauyanacb KOHCepBa-
TMBHafA, noAjepxuBawlas Tepanua: anbdpakanbumaon
4-4,5 mkr/cyT, Konekanbundepon B NOAAEPKUBAOLMX
fo3ax, npenapatbl ¢ocdopa 1-3 r/cyT (no 3-4 npuema
B TeUeHue gHs).

B 3apybexxHOl MpakTuKke ANA KynupoBaHWA rmnodoc-
datemum npumensetca aHtuTeno kK OPD23 6ypocymab
(KRN23). OpgHako 6ypocymab peicTByeT CUMNTOMATUYECKN
1 He BNMAET Ha pocT onyxonu [39]. Pa3paboTaH npenapar,
BAUAIOLMIA HAa POCT onyxonu 6narogapsA naH-uHrMbrposa-
Huo OPO-peuentopos «BGJ398/infigratinib», ogHako ero
NPUMeHeHNE OrPaHNYEHO 13-3a BbIPAXKEHHOWM TOKCUYHOCTU
[40]. YunTbiBas TPYQHOCTM B JIeUEHWM, MOUCK AOMOSHUTENb-
HbIX NpenapaTtoB ana Tepanum OPP23-o06pa3oBaHuUn ocTa-
€TCA aKTyaslbHbIM.

Ha momeHT nocneaHero HabniogeHus B mae 2022 r.
Ha ¢oHe Tepanuu npenapatamu ¢ocdopa 1 aKTUBHbIMK Me-
Tabonutamu BUTammnHa D oTMeueHa YacTUYHO MONOXKUTENb-
Hasl MHaMMKa Mo YPOBHIO B KpoBu docdopa, kanbuus, LLO.
OTpuuatenbHas AvHaMUKa B BuAe VHAEKCa TyOynspHOW
peabcopbumm pocdatoB (56,8% npotus 74,68%) 0OBACHS-
€TCA NPOrpeccrpoBaHrieM NAPAHEONIacTMYECKOro NpoLec-
ca. TeM He MeHee NauneHT OTMETUS YMeHblueHne 6oneBoro
CUHAPOMa, MOBbILLIEHVE MbILLIEYHOW CUSIbl U KAUeCTBa XU3HU
Ha $OHe Tepanuu, YTo B JAHHOM CJlyYae MOXHO CUMTaTb XO-
powum pesynbTatom. B kauectBe moHuTOprHra OP®23-06-
pa3oBaHUin CCNeRyOTCA NoKasaTenm MUHepasibHO-KOCTHO-
ro obmeHa, NPOBOAWTCA MHCTPYMEHTAjIbHasA AMArHOCTUKA
[N51 OLEHKM POCTa METaCcTa30B.

3AKNIOYEHUE

MNpeacTaBneHHbIN KANHUYECKN Cnyyan nogyepKkrnBaeT
BAXXHOCTb [ieTa/lbHOW OLeHKU HapyLlueHun ¢pocdopHO-Kanb-
LUMeBOro obmeHa y MaLMEHTOB C KOCTHbIMU MeTacTa3amu.
BbifiBNeHHOe CHUXKeHMWe ypoBHs pocdopa 1 ero Koppekuus
MO3BOMIVAN 3HAUUTENBHO YAYUYLIUTL [BUraTeNIbHYIO aKTUB-
HOCTb, YMEHbLWWTb 6ONEBON CUHAPOM Y MalUeHTa C Me-
TacTa3aMy paka npeacTtatesibHOM »kenesbl U COYeTaHHOM
dochoneHnyeckorn octeomanaumnein. Taknum obpasom, MOHU-
TOopuHTr pocdopa 1 KanbLmsa ONTUMANbHO NPOBOAUTD Y BCEX
MaLUMEeHTOB C KOCTHbIMY MeTacTa3aMu aHgpPOreH-pe3ncTeHT-
HbIX GOPM paKa npefcTaTeNIbHON Xene3bl s CBOeBPEMEH-
HOTFO BbIsIBNIEHUSA 1 KoppeKuun runodocdparemun.

AONOJIHUTENIbHAA UHOOPMALINA

Cornacue naumeHTa. MayneHT JO6POBO/BHO NoAnMcan UHGOPMUPO-
BaHHOE corflacue Ha nybnmKaLuio nepcoHanbHON MegULMHCKON MHpopMa-
L1 B 06e3nryeHHomn dopme B XKypHane «OCcTeornopos 1 octeonatumy».

KoHdnuKT nHTepecoB. ABTOPbI 3aABNAIOT 06 OTCYTCTBUM KOHONIMKTa
MHTEPEeCOB, CBA3aHHbIX C Ny6anKaLein HacToALLe CTaTby.

OuHaHcnpoBaHme. PaboTta nposefeHa Npy GMHAHCOBON MOAAEPK-
ke MuHnctepcTBa 3apaBooxpaHeHna Poccniickon QOepepaummn B pamkax
BbINOJIHEHVA TOCYAAPCTBEHHOrO 3afjaHuA «Pa3paboTka nepcoHannsmpo-
BaHHbIX MOAXOA0B K ANArHOCTUKE U JIEYEHNIO MaLMEHTOB C OCTEOMNOPO30M
BCNeACTBME SHAOKPUHOMATUAN Ha OCHOBaHWMMN U3YyYeHUA MOJeKyNApHO-Te-
HeTNYECKNX MPeAUKTOPOB, NMPVMEHEHNA WHHOBALIMOHHbIX METOAOB AM-
arHoOCTVKU U UCCNefoBaHNA MaToreHesa pefkux 3aboneBaHuin ckeneta»
Ne AAAA-A20-120011690202-4.
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