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MoconeHuyecKaa ocmeomanayua onyxoneBoro reHesa:
COBPEMEHHDBIE NnoAXoAbl K AUATHOCMUKE U NIEYEHUIO

Konapamos A.A., Auapusmxkuna /1.10., Ilemuaoa H.A., Caakan F0.M., Kinmenko A.A.
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Docghonenuueckas ocmeomanayus (PIIOM) — pedkuii eapuanm napaneonaacmuuecKo20 CUHOPOMA, 803HUKAIOWUL NPU CUHME3e ONYXO0AbI0
gaxmopa pocma pubpobnacmog (PPD) 23. Iloo deiicmeuem PPD23 npoucxodum crudicerue peabcopouuu pocgamos, yposHs Karblumpuoad,
4mo npueoouUm K pazeumuio 8blpaxcenoi eunogocpamemuu u eunoxarvyuemuu. Cunmesz OPPD23 accoyuuposan npeumyuecmeenHo ¢ 000-
POKAYECMBEHHbIMU ME3CHXUMANLHBIMU ONYXOAAMU, OOHAKO ONUCAH U 045 310KAHECMEEHHbIX HO8000pa306aHnuti. OCHOBHbIMU KAUHUMECKUMU
nposienenusmu PIIOM seasiiomes 2eHeparu308aHHAs MUAARUS U MUONAMUS, OCCAA2Us, Namoso2u4ecKue nepeaomvl u op. JuaeHocmuka
3a601e6aHus npednorazaem nosMantoe 00cae008arUe ¢ NPUMEHeHUeM Memo008 8U3YAIU3AUUU, OCHOBAHHbIX HA UOeHMUDUKAUUU Peyenmopos
COMAmMoCmMamuna, NOCKOAbKY UMEHHO OHU 00Aa0aiom camoil biCOKOL UY8CMBUMENbHOCMbIO 0451 8blAGAEHUS HOB000OPA308AHUIL, BbI3bIBAIOUUX
ocmeomansayur. Xupypeuueckoe eMeuamenscmeo, 6e3ycio8Ho, 1645emces npednoumumensHsim memooom nevenus. K nepcnekmuenoim nexu-
DYpUMECKUM MemoO0am MOJNCHO OMHeCmu AeyeHue Oypocymadom u aHaa0eamu COMAmocmamuHna.
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pocma pubpobnacmos 23 (PPD23); nepenomul.
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Tumor-induced phosphopenic osteomalacia: modern approaches
to diagnostics and treatment
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Phosphopenic osteomalacia (PPOM) is a rare variant of paraneoplastic syndrome caused by tumor synthesis of fibroblast growth factor 23
(FGF23). FGF23 secretion leads to a decrease in phosphate reabsorption and calcitriol levels, which leads to the development of severe hypophos-
phataemia and hypocalcaemia. FGF23 synthesis is predominantly associated with benign mesenchymal tumors, but has also been described in
malignant neoplasms. The main clinical manifestations of PPOM are generalized myalgias and myopathy, ostealgia, pathological fractures, etc.
The diagnosis of the disease requires a step-by-step investigation using somatostatin receptor-based imaging techniques, as these have the highest
sensitivity for the detection of neoplasms causing osteomalacia. Surgical intervention is clearly the treatment of choice. Promising non-surgical
methods include treatment with burosumab and somatostatin analogues.

Keywords: osteomalacia; hypophosphatemia; phosphopenic osteomalacia; tumour-induced osteomalacia; fibroblast growth factor 23 (FGF23);
fractures.

Contact: Artem Aleksandrovich Kondrashov; kaartem @gmail.com

For reference: Kondrashov AA, Andriyashkina DYu, Demidova NA, Sahakyan YuM, Klimenko AA. Tumor-induced phosphopenic osteomala-
cia: modern approaches to diagnostics and treatment. Sovremennaya Revmatologiya=Modern Rheumatology Journal. 2024;18(5):7— 15.
DOI: 10.14412/1996-7012-2024-5-7-15

Ocreomansuust (OM) — meTabonmyeckoe CUCTEMHOE 3a00- K ocHoBHBIM npuuriHaM OM oTHOCATCS 1e(ULIUT BUTAMMU -
JIeBaHUE CKeJieTa, XapaKTepu3sylolleecsl HapylleHueM MUHepa- Ha D, cuHapom MaiibabcopOLru, 3a00IeBaHMsI TTapaliiTOBUIHBIX
JIM3aIuy KocTHOTO Matpukca [1]. B pe3ybrate HakoImieHUs He- XeJie3 ¥ TToYeK, BO3MEHCTBIE pa3TMUHBIX JIeKapCTBEHHBIX CPEICTB
MHWHEPaTN30BaHHOTO OCTEOMIa TTPOUCXOMUT HapylIeHHe MUK- ¥ XUMUYECKUX COSTMHEHN, a TAaKKe TaKUe PeIKUe BPOXKICHHBIS
POapXUTEKTOHUKH U CHIKEHUE ITPOYHOCTA KOCTHOM TKAHU, YTO 3a00JIeBaHUsI, KaK X-CBS3aHHBII WIK ayTOCOMHO-IOMUHAHTHBII
MPUBOIUT K PA3BUTHIO TATOJIOTUYECKUX TIEPETIOMOB [2]. rurnodocdareMuueckre paxuThl (Tadm. 1) [3].
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Taomnua 1. Ipuuuasr OM
Table 1. Causes of osteomalacia

ITpnunna XapakrepucTHKa
Hapyienue nuranus

JlekapcTBeHHBIE TIpeTapaThl (AHTUKOHBYJTb-
caHThI, (hochaT-CBI3bIBAIOLINE AHTALIMIBI U JIP.)

DHIOKPUHHBIE 32a00JI€BaHUS
(TUIIEpIIapaTupeos, IMCEBIOTUIIEPITAPATUPEO3)

Oxonornueckre GakTopsl (HEAOCTATOK MHCOISI-
11U, Bo3aercTeue dhropa)

3ab6oneBanus KKT u neyeHu

CHIKeHue oTpedieHust Kanbiust, (hocdopa mim CuHAPOM MaTbabCcopOII

[MoBbIeHre MeTaboaM3Ma BUTaMuHa D

IlepBUYHBIIf THTIEpITapaTUPEO3: YBeIMYeHUe YPoBHsI Kaublysi U [1TT, kaMmHM B TOYKax ¥ JIp.
INceBnorumneprnapatupeos: CHIKEHKE YPOBHSI KaJIbIIUs, TIOBBIIIIEHUE conepxkaHust hochaTo

YMeHbllIeHre MIPOOYKIIMW BUTAMUHA D B koke

Paccrpoiicta uupkysiuyu ButramuHa D B 2KKT, MaibabcopO11usi, CHUXKEHHUE TIEYEHOYHOTO

TUAPOKCUIINPOBAHWA BUTAMUHA D

XpOHI/I‘{eCKaH 00JIe3Hb MOYEK

Heoruractuueckue mpoiiecchbt
(omyxoJb-uHIYyLIMpoBaHHasE OM)

YMeHbIIIeHUEe TTOYEYHOTO TUAPOKCUIINPOBAHUS 25—TI/IZ[p0KCI/IBI/ITaMI/IHa D

ﬂOGpOKa‘{GCTBCHHHe ME3CHXNMAJTBbHBIC OITYXOJIN. Hawubosee yacToe rucToIoruaeckoe IIpo-
HUCXOXIICHUEC: q)OCCl)aTypH‘{CCKaﬂ ME3CHXMMajIbHad OITyXO0Jb, CMELIaHHBIN COeAMHUTEIBHO-

TKaHHbII BapUaHT. [[pyrue TUCTOJOTNYECKUE TUTIBI BCTPEYAIOTCS PEAKO (TMTaHTOKJIETOUHAST
OITyXO0JTb, TEMAHTUONIEPULIUTOMA 1 [IP.)

Cunnpom DaHKOHI

DI}OK03ypI/I$[, AMUHOALMAYPUSI, MOYEUHBI TPOKCUMAbHbIN KaHAJIBLIEBBIN allMA03, YKa3aHUe

Ha MHTOKCUKAIIUIO COJIAMMU TAKEIBIX METAJIOB, XUMUOTEPAIIUA U OP.

Jlpyrue coctosiHus, HeiipoudpomaTos

IIpumeuanue. KKT — xeny10uHO-KUIIEYHBIH TPAKT.

TeneTnueckue TIOBPEXKIOCHMUS: BapI/IB.GCJII:HaH CHUMIITOMAaTHUKa

Hawubosmbiive TpynHOCTH A5l AMATHOCTUKY U JICYSHUS TIPEa-
craBisteT docdonenndeckas OM (DPIIOM), KoTopass MOXKET
OBITh MPUOOPETEHHOI MW HAaCTeACTBeHHON. OCHOBHBIMU TIPHU-
yyuHamu TiprobpeteHHON P TTOM SBISIIOTCS MO0 HEMOCTATOTHOE
noctyrienue dhocdopa ¢ muiieit, Todo HaTIre Me3eHXUMaTbHOI
OITYXOJIU, CEKPETUPYIOIIE OANH U3 OCHOBHBIX PETYJISITOPOB Me-
tabonm3Ma pochopa — akrop pocta pudpobdaacros (DPD) 23
[4]. Kpome DPPD23, B perynsuun $HochOoOpHO-KaTbIHEBOTO
oOMeHa yyacTBylOT napatupeounnsiii ropmoH (I1TI), kanbiiu-
Tpuoa U KanbUUMTOHUH [5]. Tak, I1TI BeI3bIBacT MOOWIU3ALIUIO
noHOB dochopa B KOCTHOM TKaHM (32 CUET aKTUBAILIMUA OCTEO-
KJIaCTOB), MOJABIISIET peadcopOb1rio hocdopa B MPOKCUMATbHBIX
U JUCTAJIbHBIX KaHATbIax He(poHa, yBeIMYMBasi ero CoaepKaHue
B MOYE 1, COOTBETCTBEHHO, CHUKAET ypoBeHb (hochaToB B KPOBH,
a TakKe CTUMYJIMPYeT BTOPOe TMIPOKCIIIMPOBaHNe BUTaMuHa D3
B TMOYKax, MpeBpaliasi 3TOT MPOTOPMOH B aKTWBHBIN TOPMOH
1,25-murunpokcuxonexanbidepon Ds (kamprutpuon). Kamb-
LIUTPUOJI YBEJIUYUBAET coaepkaHue docdopa B 1miazme KpoBU
3a CYET YCuiIeHUs peadbcopoumu pocara B MOYSUHBIX KaHAbLIAX
u abcopOumy 13 KMleyHnKka. KaapIMTOHUH, B CBOIO OYEPEb,
rnoAaBJIsieT peabcopOLuio pocdara B oukax, IpuUBOIs K pa3BUTHIO
rurnodocdaremuu.

DOPP23: perynsiuus, 3¢ deKTsI

DPD23 — Genok u3 cemeiictea PPD, KoTOPHIi ObIT OOHA-
pyxeH B 2000 r. smoHckuM ucciaenonatenem T. Yamashita [5] B
BEHTpOJIaTePATBHOM sipe Tasiamyca MbIi. @PM23 nipecrasisier
co00li MPOTEeNH, COCTOSIIINH 13 251 aMUHOKUCIIOTBI, C MOJIEKY-
napuoii Maccoir 30 xla [6]. CymectByeT aBe (opMmbl Geska
DOP®D23 — HeakTMBHAS U aKTUBHAsI, OaTaHC MEXITY HUMHU UMEET
Ba)XHOE 3HAYCHUE U, BEPOSITHO, 3aBUCUT OT KOHLIEHTpaluu hoc-
¢opa B KpoBu. Bbicokast KoHLIeHTpaLust (pocopa ornocpesoBaHHO
yBeauuunBaer skcnpeccuio 6enka GALNT3 (UPD-N-auerui-
anbda-D-ramakrozaMuH/monumenTua- N-ameTuiararakro3a-
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MUHWI TpaHcdepasza 3). yHKIMelH JaHHOTO (hepMeHTA SIBJISIETCS
rvkoswirpoBaHue 6enkoB. GALNT3 rukosuaupyer @PD23,
TEM CaMbIM OCYILECTBIISISI €T0 MOCTTPAHCIISIITUOHHYI0 MOIU(bU-
karuio. [mmkosmmmpoBaHHbii @PD23 craHoBuTCST Goslee ak-
TUBHBIM U MEHBIIIE MOJBepraeTcsi MpoTeoau3sy. Takum oopasom,
GALNT3 yBenmuyuBaeT Kak aKTHBHOCTb, TaK U KOJUYECTBO
OPD23 [7, 8].

OCHOBHBIM MHIYKTOpOM cekpelnn @PMD23 ocreourramu
KOCTHOW TKaHU SIBJISIETCSI BBICOKUIL ypPOBEHb BHEKJIETOYHOTO
docdara, KOTOPBIN MPUBOIUT K SKCIIPECCUN PA3TUYHBIX TCHOB
" hochopmIMpoBaHNIO OETKOB, YU4aCTBYIOIINX B 0OMeHe DPP23
[9, 10]. Taxxe 6bUT0 nOKa3zaHo, uto [ITI cTtumynupyer cuHTe3
OPD23 [11].

Hutepecro, yto ®PD23 obnaamaeT HU3KUM CPOACTBOM K
rerapuHy U renapaHcyibdary (B OTJIWYKME OT JAPYTUX TpeacTa-
BuTeseii cemerictea @P®D), mosTOMY IaHHBIN MENTHI HE 3a1ep-
JKUBAETCST BO BHEKJIETOUHOM MaTPUKCE U MOCTYIAET B CUCTEMHBbII
KPOBOTOK [12].

Cuyuraercst, yto as neiictBusg @PD23 HeobxomuMma ero
CBsI3b C KOPELENTOPOM — TpaHCMEMOpaHHBIM OeJIKOM
a-Klotho. JaHHBII KOMILIEKC, B CBOIO O4Yepe/b, MO3BOJISIET
MEeTNTUIY CBA3bIBaThcA ¢ perentopoM PPD23 tuma 1 [13].
TToce cBsI3bIBaHUSI MENTHIA CO CBOMM PELIETITOPOM MTPOUCXOIUT
AKTUBALlMsI CUTHAJIBHBIX IMyTeW Iepenavyu, YTO MPUBOAUT K
CHMXKEHUIO peabcopOuuun ¢ocdaTtoB B MPOKCUMATbHBIX Ka-
HaJblIaX U YMEHbIIIEHUIO BcacbiBaHUs (hochaTOB B KUILIEUHUKE
[14]. CHuxeHue peabcopbuuu dhocdaToB oTMeUaeTcsi B pe-
3yJbTaTe OEWCTBUSI Ha KOTpaHCHoOpTepbl HaTpusi/docdara
(NaPi2a n NaPi2c) B mpoKcMManbHBIX U3BUTBIX KaHaJIbIIAX,
YTO BBI3bIBACT pa3BUTHE TUTTO(GochaTeMuu U rurnepdocharyprun
[15]. Takxke DPD23 cHUKaeT KOHIEHTPALIMIO KAJIbLIUTPHOJIA
3a CYeT MHrUOMpoBaHMs |O-TUAPOKCUIA3bl U aKTHUBAIUU
24-TUAPOKCHIIA3BI, YTO CIIOCOOCTBYET HAKOTICHUIO HEAKTUBHOM
(opmbl BUTamMuna Ds [15].
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Omuaemuosorns PITOM

Brepsoie @ITOM omnyxoneBoro reHesa Oblla ONMMcaHa
R.A. McCance [16] B 1947 . OgHako aBTOPbI COYIM OIYXOJb
Oepa y maryeHTa He PUIMHOI 3a00J1eBaHMsI, a €T0 MPOSIBIICHUEM.
[TaToreHeTMUECKYIO e CBSI3b OITyXOJIM ¢ BOBHMKHOBeHreM OM
npeanoyoxmin A. Prader 11 coaBst. [17] B 1959 1., a B oTIeIbHYIO
KaTeropuIo OIyXoJeil ¢ 0COOBIMU MOP(MOTOTUICCKUMHU XapaK-
TEPUCTUKAMU (B TO BpeMsI MCMOJb30BAIOCh HAa3bIBAaHUE «BUTa-
MUuH-D-pesucteHTHas OM») ee BbIACIUIN MPAKTUYECKU OHO-
BpemeHHo B 1972 1. D.J. Evans u J.G. Azzopardi [18] u J. Olefsky
u coaBT. [19]. CaM TepMuH «hocharypruueckasi Me3eHXMMalbHast
OITyX0Jib» ObLT BBefieH B 1987 T, a B KitaccuUKAIIUIO OMyXoJeit
KocTeit u Msarkux TkaHeit BO3 ona 6bu1a BHeceHa B 2013 . [20].

DITOM, accormupoBaHHasl ¢ cekperyeii omyxonbio @Pd23,
OTHOCUTCSl K PEIKHUM TapaHeoIIaCTUYECKUM 3a00JIeBAaHUSIM.
I1pu ananuze nouckosbix 6a3 (PubMed, MEDLINE, Elsevier)
Ha 2024 r. BbIsiBIeHO 0KoJ1o 1979 kinnHuueckux ciyyaes @I1OM,
IIPEICTABIEHHBIX B 769 CTATbsIX, IIPY 3TOM Yallle BCETO OIYXOJI1
ObUIM TOOpOKAUYeCTBEHHBIE ME3eHXMMAaJIbHbIC (TeMaHTUOTIEPH-
LIUTOMBI, JIMTIOMBI, OIYXOJU OKOJIOYIIHOM Xene3wl) [21—23].
WHTepecHo, 4TO qaxe /15 HeME3eHXMMAaTbHBIX 3JI0KQUECTBEHHBIX
OITyXOJIeli ONMMCaH MaHHBIM MapaHeOoTUIACTUIECKU CHHIPOM,
KOTOPBIH CBSI3BIBAIOT C AMUTEINATHBHO-ME3eHXUMATbHBIM TIepe-
XOIOM B TIpoliecce MeTactasupoBaHus [24, 25]. OgHako 3710Ka-
YeCTBEHHbIE HOBOOOPA30BaHUsI COCTABISIOT He Gojiee 5% Bcex
DOPD23-nipoaylMpyronIux omyxosei [26].

OnucaHo 15 KJIMHUYECKUX ciiydyaeB TpaHchOopMaluu Me-
3eHXUMAJIBHBIX (hochaTyprUeCKMX OIyXoJjieil B capkomy. Bpemst
OT TOSIBJICHUST OTTYXOJIU JI0 €€ 3JI0KaYeCTBEHHO TpaHchopMaIum
BapbUPOBAJIOCH B IIIMPOKUX Tpeaeiax (MaKCMMaIbHO — 22 Tofa).
N. Oyama u coaBT. [27] mombITaauCh BBIIEIUTH MPEIUKTOPHI
3JI0KAYeCTBEHHOI TpaHchopMalu, usydas yposeHb OPD23,
KOJIMYECTBO OMyXOJIel, UX pa3Mep, OAHAKO HM OJMH U3 3TUX
MapKepoB He ObUT MH(bOpMaTuBeH. B cBolo ouepeb, sl paHHE !
JMUATHOCTUKY 3JI0KAYECTBEHHOU TpaHChOpPMAIIU MOXET OBITh
MOJIE3eH IMOCTOSTHHBIN KOHTPOJIb YpoBHS DPdD23.

Yalre Bcero Me3eHXMMAaJbHBIC OIYXOJIM, MPOLYLIUPYIOIIIe
DOPD23, BBISBIISIIOTCS Y MALIMEHTOB CpeHero Bo3pacta (40—55 nier),
HO MOTYT BCTpeyaThcs B J10O00M Bo3pacte [28, 29]. Camblit
paHHUIi 1e0I0T 3a00JIeBaHUSI OIMCAH Y IEBITUMECSYHOTrO peOeHKa
[30]. ¥V nereit otMeueHO mpeobJiagaHue BpOXKIEHHBIX (T€eHEeTH-
yeckux) popm rurnepcekperun @PD23 (PHEX-cunmpom, cuH-
npom Mak-Keiona—OnbpaiiTa, ayToOCOMHO-TOMUHAHTHBINA TH-
nogocdareMuueckuii paxur u ap.) [31].

ITo nanHbIM cucTeMHoOro aHanu3a N. Alvarez-Rivas 1 coaBT.
[23], Brimrouasiiero 1979 nmarmmenToB ¢ @ITOM, cpean KOTOPBIX
6b110 56,6% MyxuuH U 43,4% KEHIIWH, SIIMIEMUOJIOTUIECKIE
TeHACPHBIC pa3IM4MsI MPAKTUYECKNW OTCYTCTBOBAIW. B To Xe
BpeMsl Cpelld MallMeHTOB CO 3JI0KAYeCTBEHHBIMM OITYXOJISIMU,
npoayuupyomnmu @PD23, npeobdaanany KeHIIUHBI B COOT-
HomeHun 1:2 [32]. Yaiie Bcero omyxoJjib JIOKaJIM30Bajach B
00J1aCTU HUKHUX KOHeYHocTelt (n=979), rosioBbl U 1ien (n=534),
BEPXHMX KOHEUHOCTel (n=146), rpynHO# KJIETKU U OPIOLIHOM
nojyioctu (n=66), no3BoHouHKKa (n=92). [1pu 3TOM JioKaIM3aLust
B HIDKHUX KOHEUYHOCTSIX B OCHOBHOM OTMeuasach y MyXXUMH, a B
00J1aCcTH roJIOBbI — Y XXeHITUH. COOTHOIIEHNE MEXKI1Y KOCTHBIMU
U1 MSITKOTKaHHBIMU OTYXOJISIMU COCTaBJIsLIO MpuMepHo 1:1. Y 97
MaIMeHTOB MIepBUYHAST OITYXO0JIb He BhIsIBIIeHa [23].

Kaxk moka3aso ructoiormieckoe uccieoBaHne, OOTBIITMHCTBO
OITyX0JIei OBUTH TOOPOKAaYeCTBEHHBIMU (hochaTypruIeCKUMU Me-
3eHxuManbHbiMK (81,2%), y 1,7% mnaluureHToB OIyX0oJib HOCKJIA

3JI0KAYeCTBEHHBII XapakTep. bojee peakuMu rucTOI0rMIeCKIMMMI
BapuaHTaMM ObLIW: reMaHruonepuiurroma (6,3%), ruraHToKIIe-
TouHble oryxonu (1,8%), mo6poKayecTBEHHBIE OITyXOJIM KOCTe
(1,6%), xoctHble capkoMbl (0,9%) u T. 1. [23].

ITo maHHBIM JAaTCKOTO HallMOHaJIbHOTO peructpa, ¢ 2008 1o
2018 r. 3aboneBaeMocTh @ITOM cocramia menee 0,13 Ha 100 ThIC.
B obmeit momynsuuu u MeHee 0,10 Ha 100 ThIC. y B3pOCTBIX, a
pacnpocTpaHeHHOCTb — cooTBeTcTBeHHO MeHee 0,70 Ha 100 ThiC.
u meHee 0,43 Ha 100 ToIC. [33].

Kimnanyeckue nposiBiieHns

IpakTuyecku Bce CUMIITOMBI 3200JI€BaHMSI aCCOLTUMPOBAHBI
¢ runodocharemueii. Tak, paHHUMU MMpU3HaKaMu dochaTypu-
YECKUX OIMYyXOJIel SIBISTIOTCS TeHepaIn30BaHHbIE MUAITUY U MUO-
MaTuu, KOTOpble MOTYT MEePCUCTUPOBATh MeCsLbl U roabl [28].
BaxkxHOo OoTMeTHTH, YTO MOpaXkKeHWe MBI — 3TO HE TOJbKO
paHHWII pU3HaK 3a00JIeBaHUsI, HO W BHICOKOUYBCTBUTEIILHBIN
CUMIITOM, KOTOPBI BcTpeuaercst y 65% OGonbHbIX. [To3ke npu-
COEUHSIOTCS BbIPaXXeHHBIE OCCAITUH, KOTOPblEe HAOMIONAI0TCS
MPaKTUYECKH y BcexX mauueHToB ¢ @PD23-npoayunpyoimmmMn
onyxoJsiMu. [lopaxeHne MBILIL U OCCAJITUU BbI3BIBAIOT Hapy-
meHue moxonku (1o 93% ciyuaen). Takke XapaKTepHOI 4epTOi
3a00JIeBaHMST SIBJISIETCST Pa3BUTHE TATOJIOTMUECKUX TIEPETIOMOB
(v 79% mnaumeHTOB), cpely KOTOPBIX MPeodaagatoT MepesoMbl
6enpeHHol KoctH (10 50%), pexe OTMeyarTCst KOMIIPECCUOHHBIE
repesioMbl TIO3BOHKOB |28, 34].

Ilpu nautenpHOI 1 TsKenoit OM y B3pocibIX pa3BUBAIOTCS
nedopMaIy ckeJieTa: UCKpUBIIEHUE ITO3BOHOYHUKA, Ie(hopMaIist
TPYIHOU KJIETKW W KOCTel Taza, pexxe — UIMHHBIX TPyOJaThIX
KocTeii. B psime ciryuaeB MOTYT BO3HUKATh PACCTPOICTBA TICUXO-
SMOIIMOHATBHOM ceps [22].

COBOKYHOCTb TaKuX HecHelUudUUEeCKUX CUMIITOMOB SIB-
JISIETCST OHOM U3 MPUYUH MO3AHEN BeprudUKaluK 3a0071eBaHUsI.
Tlo maHHBIM pa3HBIX KIMHUYECKUX HAOTIONeHUI, OT MaHU(e-
CTaIlMy 0 AVMATHOCTUKYU 3a00JIeBaHUS TIPOXOIUT He MeHee 4—
8 net [35]. Kak npaBuiio, B 95% citydaeB nepBOHAYAIbHO qUar-
HOCTUPYIOTCSI MEXITO3BOHOUHASI TPbIXKA, CIOHAWIOAPTPUT, IPYTUe
apTPUTHI, OCTEONOPO3, TUMEPIapaTUPe03, KOCTHbIE METacTa3bl
U Apyrue 3abosieBaHusl ONOPHO-ABUraTesIbHOrO anmnapara [34].
Takke MOTYT OTMeuaThCsl BHECKeJIeTHbIe TposiBiieHust DPM23-
TIPOAYLIMPYIOIINX OITyX0Jieil — He(ppOoKaTbIIMHO3 U HePOTUTHAA3
Kak CJIeICTBUE XpOHMUECKOI runepdocdarypun [8].

DPD23 sapnsieTcs: HE3aBUCUMbBIM (DAaKTOPOM PHCKA CMEPT-
HOCTU OT CEePIEYHO-COCYAMCTHIX 3a00J€BaHMUIA, UTO, BEPOSITHO,
CBSI3aHO C KajbUu@uKalueil KOPOHAPHBIX, MepudepruyecKux
apTepuii u aopThl [36].

Penxo cuMnToMBI MOTYT OBITH OOYCIIOBIEHBI MECTHBIM JIEH -
CTBUEM OIYXOJIEBOTO Ipoliecca (HampuMmep, KpoBOTeUeHUe 13
HOCa, HapylleHUe OTTOKA U3 OKOJIOHOCOBBIX Ma3yX U HaJMIue
MaJbITUPYEMbBIX OITyXOJIEBBIX 00pa30BaHuil Mo Koxeit) [34].

JuarnocTuka

Huarnoctuka @ P23 -mpoayupyonmx omyxoiei — CIox-
Hag 3amayva. Tak, mo nanHbiM W.H. Chong u coast. [37], oT To-
SIBJICHUSI CUMIITOMOB JI0 YCTAaHOBJIEHUSI AMATHO3a MPOXOIUT B
cpeqHeM 3 rofa, a 10 MPOBEACHUST XUPYPTUUECKOTO JICUEHUS —
5 net.

ITpu nabopaTopHOM HUCCIEAOBAHNUN Y TAKUX MAILUEHTOB OT-
Meuatotcst runodocharemust <0,8 MMOJIb/JI, TOBBIIIEHWE aK-
TUBHOCTH IIEJI0YHOM hocdaTasbl, HIKHE-HOPMaTBbHBIN YPOBEHB
25(OH) ButamuHa D3 1 HU3Kass KOHLIEHTPALMST aKTUBHOTO Me-
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| Tunodocdaremus (yposeHb hochopa B CbIBOPOTKE KpoBU <2,5 MI/111)

DpakimoHHas 3kckpens docdara >5%

YPOBGHB KaJIbl[Ms B CbIBOPOTKE KPOBU

DpakunoHHas s3kckpenus docdara <5%

[ToBbilIeHHOE YMeHblIeHUE
/I\ norpebieHue BCacbIBaHUS
KJIETKaMU B KUIIIEUHUKE
| CHUXEeH | | HopmanbHbrit | | TloBbItieH |
I I I
— rumneprmapa- | | — CMHIAPOM UCTOLLCHUS — MEePBUYHBIN | | — OCTpPBI pECITMPATOPHBIIA — HU3KOE MoTpedeHne
TUPEO3 MOYEK; ruriepriapa- aJIKaJI03; docdaros;
— CUHAPOM CDaHKOHI/I; THUPEO3 — ymcby31/m WHCYJIMHA; — CUHIPOM
— nekapcTBa (TeHo(hOBUP — geduuut BuTamuna D; MajbabcopoLmu;
u nzodocdamur, — nepeeJaHue; — mipueM docdar-cBA3bI-
TeTJIeBbIe TNYPETUKH, — CUHIPOM TIOBTOPHOTO BalOLIMX aHTALMI0B
CTEpOU/Ibl); KOPMJICHUS;
— TOKCUHBI (PTYTh — JIeYeHUe 11abeTUYECKOTO
U CBUHELL); KeToalu103a;
— MOBBIIIEHHE YPOBHS — CHHJIPOM TOJIOJIHBIX
ChIBOPOTOYHBIX (hochaTo- KocTei
HuHOB (DPD23)

Puc. 1. Juppepenyuanvras duaenocmuka eunogocghamemuu
Fig. 1. Differential diagnosis of hypophosphatemia

tabomuta 1,25(OH)2D3, 4To MOXET MPUBECTH K TOBBIIICHUIO
ypoBHs [1TI u kanbuus (4, 38].

TMonxonpl K auddepeHINaTbLHON AUarHOCTUKE TUIOdoc-
(haTeMuM npeacTaBiaeHbl Ha puc. 1.

IosbieHue yposHs [1TT Tpebyet nuddepeHmanbHoi nu-
arHOCTUKU C TUTIEPIIApaTUPE030M, KOTOPBIL MOXET ObITh OIIN-
0OYHO TIPUHAT 3a Benylnyo npuuuHy pa3sutuss OM. Tak kak
ocHoBHOe neiictBue @PM23 — uHaykuus (ocdarypuu, Baxk-
HeHIIel YacThio IMarHOCTUKY SIBJISIETCS OLIeHKa notepu (pocopa
¢ MOYOM. 17151 3TOro paccuMThIBaIOT TYOYISIPHBINM MHAEKC pead-
copouuu docdopa (Tubular Reabsorption of Phosphate, TRP),
KOTOpHI B HOpMe paBeH 85—95% [37]. [Ipu ®PD23-omyxonn
(docdop aKTMBHO 3KCKpEeTHpYyeTCsT ¢ Movoii, n nHIekc TRP co-
crapisieT <85%.

Pacuer TRP nipoBoautcs no opmyiie:

TRP =[1 — ((Uph/UCr) x (PCr/Pph))] x 100%,

rne Uph — docdop pazosoit Mouu (Mmoib/i); UCr — kpea-
TUHUH pa3oBoil MouM (MMOJb/N); PCr — KpeaTWHWH TUTa3MBbI
100 CHIBOPOTKM (MMOJIb/1T); Pph — pocdop ma3mbl 1160 chbi-
BOPOTKM (MMOJIb/JT).

[pu HaTMIMK XpOHUIECKOI GOJIE3HM ITOYEK CTOUT PACCUMTATh
WHIIEKC MaKCUMaJIbHOU peabcopbimu docdatoB — TmP/GRF
(Glomerular Filtration Rate) ¢ mompaBKoii Ha CKOPOCTh KITy60u-
koBoii ¢wuisrpaunu (CK®). TmP/GRF paccuuthiBaeTcst mo
OIHOM 13 ABYX hopmyi, B 3aBucumoctu oT ypoBHsi TRP. Eciu
TRP <0,86 (86%), ncrioib3yiot popmyiy:

TmP/GRF = Pph x TRP,
roe Pph — docdop miasmbl 1160 CHIBOPOTKU (MMOJIB/T);
TRP BbIpaxaioT B 10JIsIX.

HwuzkonocTynmHbIM J1a00OpPaTOPHBIM METOJOM JMAarHOCTUKU
SIBJISIETCSI OTIpeieSIeHe ChIBOPOTOYHOTO YypoBHsI DPD23, HO HeoO-
XOAMMO MOMHUTh, YTO NAaHHBIA MENTUJ SIBJIETCS KpaillHe He-
CTOWKMM U pacmiafgaercs B TeueHue 15—20 MUH T1ocITe oy IeHHsT
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kpoBu [39]. YBenmmuenune konueHtpaunu OPD®23 >30 nr/ma
MO3BOJISIET 3a110103pUTh Hanure @ PP23-onmocpenoBaHHOM M-
nodocdaremun [40]. [Tpy 3TOM ypoBeHB CBIBOpOTOUHOr0 DPD23
y TALMEHTOB ¢ MOATBEPXACHHOU (ochaTrypruueckoil Me3eHXH-
MaJIbHOM OITyXOJIbIO MOXET ObITh HOPMaJIbHBIM. YUUTHIBAs 3TO,
ompeziesieHre YpOBHs cbiBopoTouHOro GPD23 He sBnsieTcst oc-
HOBHBIM METOJIOM AVUATHOCTUKHU TaHHOTO 3a00JIeBaHMSI.

Korma ®I1OM noarBepxiaeHa, HEOOXOIMMO HMCKIIOYUTH
HacJIeICTBEeHHbIe TPUYUHBI Oosie3HU. Hanbosnee n3BecTHbIe Ba-
PUAHTBI HACJIEeICTBEHHbBIX CHUHIPOMOB — MYyTallU, BJIUSIIOLINE
Ha akcrpeccuio reHa @PM23 (BpoxkaeHHbIe paxUThl C MYTAITUSIMU
BreHax FGF23, DMP1, ENPP1, PHEX). KpaTkast xapakTeprcTHUKa
HACJIeACTBEHHBIX CHHAPOMOB, aCCOLMNPOBAHHBIX C HAPYIIIEHUEM
oomena @PP23, npuseneHa B Tabu. 2 [41]. Pexe BcTpeuaroTcst
mytauuu peuentopoB (FGFR1) u kodakropa a-Klotho, ¢ ko-
TopbiMU cBs3biBacTcss MPP23. Ecnim HEeBO3MOXKHO MPOBECTH
TeHETUYeCKOe TeCTUPOBaHUE, HEOOXOMUMO OPUEHTUPOBATHCS
Ha BO3pacCT MAlMEeHTOB, HACIIEICTBEHHOCTh, XapakTep 3aboe-
BaHU [42].

Ecnn renetnueckue npuurabsl OM MCKITIOYEHBI, PEKOMEH-
JIyeTCsl HayaTh TONMMYECKUI TTOMCK HOBOOOpa3oBaHust. Bo3aMoxkHO
HCIOIb30BaHUE MYJIBTUCIMPATBHON KOMITBIOTEPHOI TOMOrpachumn
¥ MarHUTHO-pe3oHaHcHo# ToMorpacduu (MPT), onHako, K co-
JKaJIEHWIO, OTTYXOJIM He BCETNa BBISIBIISTIOTCS TIPU 3TUX UCCIIEN0-
BaHUsX. bosee BbICOKOI YyBCTBUTEILHOCTHIO O0IaaeT CLIMHTH -
rpadusi ¢ pamrodapMIIpenapaToM, BU3yaTU3UPYIOIIMM OITyXOJIeBbIe
petienTopbl (comaToctatTuHOBbIE 2A Tuma, SSTR2A) [28]. Haubonee
4acTo MpUMeHsieTcst clMHTUrpadust ¢ "Tc-TeKTpoTUIOM WiIn
In-oKTpeoTHIoM MO0 MO3UTPOHHO-IMUCCHOHHAsT TOMOTpa-
dusi/xommbrorepHast Tomorpadust (IIBT/KT) ¢ pannodapmmpe-
mapatoM, conepxarmm coiu raumst, — Ga DOTA-TATE. Ilupoko
WCTIONB3YEeMBbIi [IJIs1 TIOMcKa HoBooOpa3oBaHmii mpemapar 18F-
dropaesokcunmokosa (18F-DJIT") okazancst He CTOJIb YCIEIHBIM
B auarHoctrke ®PM23-onyxoneit. Uccnenoanue ¢ 18F-OT
00J1a1aeT MEHBIIIeH YyBCTBUTEILHOCTBIO ITO CPABHEHUIO CO CIIH-
turpacdueil, a TydImM BU3YaTU3UPYIOIINM METOIOM CUUTAETCS
TI9T/KT ¢ Ga DOTA-TATE [43]. [TockonbKy 21% omyxoJeii He
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Taommua 2. Hekotopbie 3a00/1eBaHus1, aCCOMMUPOBAHHBIE ¢ Hapyniennem oomena OPD23

Table 2. Some diseases associated with FGF23 metabolism disturbances

3a0oaeBanne Tan Ten
HACJIeZIOBAHUS
TlepBUYHBII OITyXOJIEBbINA AP GALNT3

(TyMOpaJIbHbIIi) KaJbLIMHO3 TUIA |

TlepBUYHBII OITyXOJIEBbINA AP FGF23
(TyMOpaJIbHbIIT) KaJbLIMHO3 TUIIA 2
TlepBUYHBIIT OITyXOJIEBBIA AP KL

(TyMOpaJIbHbIiA) KaJbLIMHO3 TUIIA 3

X-CBSI3aHHBII FMIO- X-clLeMJIeHHbI PHEX

dochaTeMuuecKuii paxuT

AyTOCOMHO-IOMUHAHTHbIM TUIIO-  AJl FGF23

dbochaTeMuuecKuii paxur

AyTOCOMHO-PELIECCUBHbII TUITO- AP DMPI1

docharemudeckuii paxur 1-ro Tuna

AyTOCOMHO-PELIECCUBHBII TMITO- AP ENPPI
dochaTreMuyecKkuii paxur 2-ro TMmna

OcteornodoHnyeckas aucruiazust — AJI1? FGFRI1

MexaHu3m KommenTapuu
Hedunur DPP23 OrcytcrByeT O-IJIMKO3UIMPOBAHUE
DOP®23, B uTOTE HAOIIOIACTCS
un30bITOuHasi nHaKTUBaLUst GPd23
Hedunur DPP23 Myraimu OPD23
Heduuur OPD23 Myrauuu @PD23
M36b1TOK DPD23 Myrauuu B PHEX
CTUMYJIUPYIOT U30BITOYHYIO
TpaHckpumnimio OPD23
M36b1TOK DPD23 MyTaHTHBI# 6€T0K
DPD23 pe3aucTeHTeH K
MHAKTUBALIUHU U TIPOTEOIU3Y
M36b1TOK DPD23 MyTtauuu B reHaX CTUMYJIMPYIOT
M30BITOYHYIO TpaHCKpuIuio OPMD23
W36biTOK DPD23 Myrtauuu B TeHaX CTUMYJIUPYIOT
M30BITOYHYIO TpaHCKpumuio OPD23
PesucreHTHOCTD PesucrentHocTh K DPD23
K OPD23

ITpumeuanue. AP — ayrocoMHO-peLieccuBHblii; AJl — ayTOCOMHO-IOMUHAHTHBIA.

WMEIOT Ha moBepXxHOCTU penienitopoB SSTR2A, ux mouck Ha
JAHHBI MOMEHT 3aTpyaHeH [41].

Tucronornyecku dochaTypryeckre OIMyXOJM yallle BCEro
MpeNCTaBAeHbl OCTEOKJIACTONOJOOHBIMU TMTAHTCKUMU KJIETKAMU,
MHOXeCTBEHHBIMU BepeTeHOOOPa3HBIMU KJIETKAMMU, 3PEJTBIM KM~
pOM, TUTIEPBACKYISIPU30BaHHAST KaTICyJia OTCYTCTBYET, a OITyXOJIb
MOXET MH(WIBTPUPOBATh KOCTh MEXIY TPaOEKyIaMU M COCETHUMU
TKaHsaMHU [44]. [Ipu3HaKky KJIEeTOYHOI aTUITNH, KaK IIPaBUIO, OT-
cyTcTBYIOT. K Mopdosornyeckum ocobeHHOCTIM hocdarypu-
YeCKMX ME3EHXMMAaJIbHbIX OIYXO0JIel OTHOCSTCS: pa3jiuyHasi Kie-
TOYHOCTh, MUKCOMATO3 MaTPUKCa, BEPETEHOBUIHBII KJICTOUHBII
KOMITOHEHT, TPyOOIUCTIEPCHBIN KATBIIMHO3, JKUPOBBIE BKITIOUSHMSI,
COCyIUCTBIe (DOKYCHI TEMAHTUOIIEPULIMTAPHOTO CTPOCHMUSI, MUK~
POKUCTBI, KPOBOUBJIMSHUS, TPYIIITHl THTAHTCKUX OCTEOKJIACTOB,
HEYETKUI 000J0K OcCU(PUKALMU IO Nepudepun; BO3MOXKEH
MaTtpuKc Tina octeounaa [28]. Jdaxke nodpokauectBeHHbIE DPdD23-
MPOIYIIMPYIOIINE OITyXOJM YacTO He WHKATICYJIMPYIOTCS U TTPO-
HUKAIOT B COCETHIE COSMHUTETbHBIE TKAHU 1 KOCTHBIE TPAOEeKYJThI
[4, 28]. Topa3mo pexke BCTpeyaroTes 3710KauyeCcTBEHHBIe pocdar-
ypHUUECKHE OITyXOJI1, KOTOPhIE MOTYT ObITh TIEPBUYHO 3JI0KAYe-
CTBEHHBIMU (HampUMep, CapKOMbBI) WM M3HAYAJIbHO 100pOKa-
YEeCTBEHHBIMU, HO C JajibHelIei TpaHc(opmalneil B 3J10Kave-
CTBeHHBIN Tiporecc. OmucaHbl BapuaHTHI (dhocdaTyprdecKux
OITyXOJIe, KOTOpbIE MPU TUCTOJIOTMUECKOM HCCIeNOBaHUU He
WIMEJTU TTPU3HAKOB KJIIETOYHOM aTUITMH, OAHAKO METACTa3upPOBaJIH,
MO3TOMY TOYHO OTBETMTbH Ha BOIIPOC, 3JI0KAYECTBEHHAs 3Ta
OITyXOJIb WJIX HET, 10 CUX IOp HeEBO3MOXHO [45]. [Tpu uMMyHO-
TUCTOXMMUYECKOM MCCJIETOBAHUM OIpEAeIIsSieTCsl DKCIpeccus
DOPD23, penenitopa comaToctatiHa 2A (B 79% ciydaeB), reHa
OPD23 (B 82%) [41].

Juarnoctuka ®PD23-npoaympyliiieii OmyXoiu TpedyeT KoM-
TJIEKCHOI KIIMHMYECKOI 1 JTAbOpaTOPHO-UHCTPYMEHTATbHOM OLIEH-

n

ku. CKeJleTHO-MBIIIEYHbIe CUMIITOMBI U Tutodocdaremuss —
OCHOBOIIOJIATAIONIMe TIPU3HAKU, TO3BOJSIONINE 3aMOd03PUTh
JnaHHylo natoyioruto. I[1pu paccMoTpeHun npuyuH runodocda-
TEMUU HYXHO HUCKIIIOYUTb OCOOEHHOCTH IHEThI, CHUXKEHHYIO
WHCOJISIIINIO, TIPUEM JIEKaPCTBEHHBIX CPENCTB (ITapeHTepabHbIe
Mpernapartsl xeJjes3a, HUCIIaTUH, u3odocdamui, a3aTUONIPUH U
np.) [46]. UccremyeTcst ypoBeHb OOLIETO M MOHU3UPOBAHHOIO
kanbuus, 25(OH)Ds, 1,25(0H).Ds, IITL.

S. Minisola u coaBrT. [8] mpemIoKUIN aIrOPUTM AUATHOCTU -
yecKoro noucka npu nono3perHun Ha ®IT OM (puc. 2).

Jleuenne

Tak kak 601bIIMHCTBO P PM23-npoaypyrOIIX OIyXoJIei
SIBJISTFOTCS] JOOPOKAUECTBEHHBIMU, XMPYPrUYecKoe JeueHue (pe-
3eKIUsI) CUUTAETCS [JIABHBIM METOJOM MpPU 3TOW MATOJIOTHH.
BaxHo, 4TO yacToTa PelUIUBOB OMYyXOJU MOCe PE3EKIUH, IO
pa3HBIM TaHHBIM, gocturaeT 57% [8]. BeposiTHO, 3TO CBsI3aHO C
TeM, YTO Jaxe MOoOpOKauyeCTBeHHAsT OITyXOJIb HEpeIKO ObIBaeT
HEUHKAICYJIMPOBaHHOM. B uTore 06beM pe3eKInu SIBJISICTCS] He-
MOJTHBIM UM YaCTh KJIETOK OCTAETCsI B Mpe/esiaX 310POBbIX TKaHEH
|47]. Takkxe, no maHHbIM X. Li 1 coaBT. [44], ObUIM OIpeaesieHbl
(akTopbl HEGIArOMPUSATHOTO MPOTHO3a: XKEHCKMUIA MOJT, OTTYXO0JIb
C JIOKaJM3alKeil B KOCTH, 3JI0KaYeCTBEHHBIE OITyXOJIM, Oojiee
HM3KUI ypoBeHBb GocdaToB 10 oTNepallii U BBICOKUI YPOBEHB
DOPD23 B kpoBu. K coxxaneHnro, y 00JIbHBIX C MYJIETH(OKATLHBIMI
3/I0KQYECTBEHHBIMU OTMYXOJISIMU TPU HAJIUYUU METAcTa3oB U
paHHe# MaHubecTaluu 3a001eBaHUsT HEPEIKO HE JOCTUTAETCS
peMuccus Tocsie Xupypruueckoro jgeueHus [45, 48, 49].

B mocneomnepalimoHHOM Tepuoie MpY MOJHOM YIaJIeHUH
docdaTypuueckoii onyxoau oTMedyaeTcst ObICTpoe (32 HECKOJIBKO
4yacoB) cHIKeHKe ypoBHS @ PdD23 B KpoBU U MOBHIIICHUE YPOBHS
docdarau 1,25(0OH)2Ds B reuenue 2 vHen [50], a B mocnenyiomue
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[unodocharemust u KmmHnveckue nposipienus PI1IOM

Jlannbie aHamMHe3a:
— NepeHeceHHble 3a00JIeBaHMS, IMeTa U 00pa3 KU3HU (MCKITIOUUTh CUHAPOM MababcopOounu, aeuunt dhocdaroB B Mulle, TMIIOBUTAMUHO3 D);
— ceMelHbII aHaMHe3 (MCKIIIOYUTh HAaCIeICTBEHHbIC 3a00JIeBaHMS, CBSI3aHHBIC C HapyllleHeM MeTabor3ma (ocdaToB u BUTaMuHa D);
— IpUEM JIEKapCTBEHHBIX MPeEnapaToB (OTMEHUTh MPUEM U POBECTU MOBTOPHOE 00CIeI0BAHUE)

JlaboparopHas oueHKa:
CBIBOPOTOYHBII KasbLiMii, KpeaTuHUH, BUtaMuH D, T1TT, cyrounas kanbunypus
(MCKJIIOYUTH MEPBUYHBIN rUneprnapaTupeos, Aeuunr BuTamuHa D)

TTpu HEOOXOAMMOCTH KOPPEKIIMS YPOBHS BUTaMUHa D

Y

IIpoBepka ypoBHst hochaToB ¥ KpeaTHHUHA CHIBOPOTKK KPoBU ¥ Mouu st pacyeta TRP (B %) u TmP/GRF

Hopwmanbusie 3Hauenue win TRP >85-95% Hwuskue 3HaueHus

Hckmouuts @®ITOM u paccMoTpeTh HU3Koe 1oTpedieHue dhocharon
M HapyIIeHWe BCaChbIBAHUSI

OueHutb ypoBeHb OPD23

HOpMaIII)HbIC M BBICOKME 3HAYCHUA Huskue 3HaueHust

BbIMOMHUTD BU3yaln3upyoline
(byHKIIMOHATLHBIE MCCIIEIOBAHUS:
— «3onotoii» ctannaptr Ga DOTA-TATE

HET-KT; 3aboseBanue, cBsizaHHoe ¢ DPD23 | | 3aboseBaHue, He cBg3aHHOe ¢ DPMD23

— aJIBTEPHATUBBI: OKTPEOTHUIHAS
O®EKT/ODEKT-KT, IMET-KT
¢ 18-F-®/IT, xoraa ucciaenoBaHue Y

Y

PELEIITOPOB K COMATOCTATUHY HETOCTYITHO

Y

BbIinosHUTh TOMOrpauyeckoe
BU3YaJTM3UPYIOIIee UCCIeJOBAHUE:
— MPT unu KT ¢ KoHTpacTupoBaHUEM

PaccMoTpeTh Bompoc reHeTUIecKoro
HCCIIeJOBAaHMSI, KOT/Ia 9TO YMECTHO, YTOOBI
VCKITIOUUTD HACJIEICTBEHHBIE (hOPMBI
naroJjioruu hochaTHOro ooMeHa,
cBsizaHHbie B DP®23. Mckmountb
GUOPO3HYIO TUCTIA3UI0, CHHIPOM
Mak-Kbrona—Ogbpaiita u T. 1.

O1IeHUTh YPOBEHb OMKAPOOHATOB B MOUE,
MOYEBO#1 KUCJIOTBI, IJIIOKO3bI, aMUHOKHUC-
JIOT, HATPHSI, KaJIUsI [32-MUKPOTJIO0YINHA U
MMMYHOIJI00YJIMHOB. OLEHUTb KMUCIOTHO-
1IEIOYHOM GalaHC U PACCMOTPETh P~
YMHBI OCTPOTO KaHAJIBLIMEBOTO HEKPO3a
(MCKITIOUUTD TPUOOPETEHHBIN CUHIPOM

HeonpeneneHHblii
IMArHO3
OJIMHOYHOTO WJIN
MHOXECTBEHHOTO
TOpakeHusI

Y

AHaJn3 KpoBM C UCCTIEIOBAHNEM YPOBHS
OPD23

®ankonu). Ecu Bce pe3yabraThl OTpHIia-
TeJIbHBIE, PACCMOTPETh BOITPOC TeHETHYE-
CKOT'O TECTUPOBAHUSI HA HACJIEICTBEHHbII
cuHapoM PaHKOHU WU HACIIEICTBEHHBIN
runodocdareMUIecKuil paxuT ¢ rumnep-
KaJlbLIMypuei

Puc. 2. Ancopumm duaenocmuueckoeo noucka ©IIOM (adanmuposano u3 [§]).
ODIKT — 00HOpomonHasE IMUCCUOHHAS KOMNBIOMEPHAS MOMO2PAPUSL
Fig. 2. Algorithm for the diagnostic search for PPOM (adapted from [8]).

ODIKT — Single Proton Emission Computed Tomography

HECKOJIbKO He/IeJTh WJIM MECSIIEB — Perpecc KIMHUYECKOM CUMIT-
TOMATUKU W YBEJIMUEHWE MHWHEPATbHON TIJIOTHOCTH KOCTHOM
TkaHu [50, 51].

MenvkamMeHTO3Hasl Teparusi HOCUT BCTIOMOTATeTbHBIN Xa-
paKkTep U UCIONb3yeTCsl, KOTaa XMPypruieckoe JieueHe HeBO3-
MOXHO 1,/WJIU pa3BUBAETCs MOCeONepallMOHHbIN peLiMauB. B aTux
ciydasix IpUMEHsIeTCsT 3aMecTUuTeIbHast Tepanust pocdaTHbIMU
J100aBKaMU U akTUBHbIMU hopmamul ButamuHa Ds [52].

Lletbio KOHCEPBATUBHOTO JICYSHUS SIBJISIETCS TTOIIEPXKAHME
B KpoBU ypoBHS docdopa B HIDKHE-HOPMATbHBIX TIpeaenax, a
koHueHTpauuu [1TT, menouHoit pocdarassl, Kaablins — B pe-
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(epeHcHbIX nHTepBaiax [53]. KonceHcyc 2021 . mo KoHcepBa-
TUBHOMY JICUEHUIO OTTyXOJIb-UHAYIIMPOBaHHOI OM peKoMeHIyeT
no3y docdatoB 20—40 mr/kr/cyt (1-3 1/CyT VTSI B3pOCIBIX),
paszmejeHHyI0 Ha 4—6 mpuemMoB, M 03y KaubLuTpuoja 20—
30 ur/kr/cyt (0,5—1,5 MKr/cyT s B3pocibix) [52]. HyxHo om-
HUTb, YTO JUIUTEIbHBIN ITpreM pochaTHbIX J00ABOK MOXET MPH-
BECTU K BTOPMYHOMY U, BOBMOXHO, TPETUIHOMY TMIIepIIapaTh-
peosy [54]. Puck BO3HUKHOBEHHUSI 3TOTO MOOOYHOTO 3(deKTa
CHITXKAETCS TIPU BBEIEHUY KATBIIUTPHOJIA U PETYIISIPHOM KOHTPOJIE
YPOBHsI MarHusi U ButamuHa D. HopmasbHbIl YpOBeHb MarHust
B CBIBOPOTKE KPOBM TOMOTAET MPEeIOTBpallaTh Pa3BUTHE BTO-
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®IIOM |

BoisiBieHa jokanu3zanms

onyxosn?

Her

O11yX0JIb MOKHO

Opanbhble hochaTb

pe3enupoBaTh? U aKTUBHBIE (DOPMBI
Tlpu HaTMYWK peruauBa _ S
pe3eKTabeTbHO OMyX0u -

Ha Her unu

Gypocymad”
[pu Hanuuum perauBa
P e ‘ Pesexuus PamyouacroTHast
Hepe3eKTabeTbHOM >
OMyXOJIH abmsIus
OMyXO0JIU

Hab6mroneHue nociie JeyeHus:
KaxJible 3—6 Mec — peryJsipHOe UCCIIeIo-
BaHMe KPOBM Ha OOILUI KanbLuid, hoc-
datbl. Ceayer KOHTPOJIMPOBATH YPOBEHD
docdaToB KpoBu 1 pa3 B MecsI11 10 ero
HOpMaJIM3aluy, 3aTeM — | pa3 B 1ozt

Ha6moneHune mociie jge4eHus:
Kax/ple 3—4 Mec — peryJsipHoe uccieno-
BaHUE KPOBYU Ha CHIBOPOTOYHBIN KAJIBIIUIA,

KasbLmyputo, pocharsl kposu, ITTT, kpea-
TUHWH, 1eI0uHY0 dhocdaTazy. Cremayer
uccaenoBaTh yposeHb ocdaros 1 pas B

MeCsIII IO €T0 HOPMaJIU3aIliy, 3aTeM —
1 pa3 B roxn. Kaxapbie 1—2 rona —
VY3U nouek. [ToBTOpHBIE MOMBITKA
BBISIBJICHHUSI JIOKAJTM3ALIUU OTTyXOJIH

Puc. 3. Arcopumm nevenus @IIOM. * — ne 3apecucmpuposan ¢ Poccuiickoii Dedepayuu
Fig. 3. Algorithm for the treatment of PPOM. * — Not registered in the Russian Federation

PUYHOTO TUTIEPIIapaTUPe03a, MOCKOIbKY CITOCOOCTBYET MOIaB-
JIEHUIO CeKpeluy MapaTropMOHAa M YCWIEHUIO PETYJISINU pe-
nenTtopos ButamuHa D, a-Klotho, ®Pd23 u penentopa, 4ys-
CTBUTEJILHOTO K KajbLMIO [55].

BmecTe ¢ TeM, et MenKaMeHTO3Has Teparus U30bITOYHA
W TIPOBOIUTCS TOJITOE BPEMsI, TIOCTICICTBUEM SIBJISIETCS TUTIEP-
KaJIbLIMYPUST, KOTOPAsi, B CBOIO OUEPelb, MOXKET IMPUBECTU K Hed-
POKANBIIMHO3Y MU HedPOIUTHA3Y C AAJbHEUIIIUM Pa3BUTHEM
runepdocharypuu [37]. [ToaToMy 00s13aT€ILHBIM SIBJSIETCS pe-
ryJsipHOE HaOJTI0ieHYE MALIMEHTOB, MOTyYaloLMX TAKOE JIEYEHUE,
YTOOBI AIANTUPOBATH TEPAITUIO K KaxkIoM cirydae. [1pemiaraercst
OIIEHNWBATh YPOBHU MapaTropMoHa, BUTaMuHa D, KpeaTuHUHa,
kanbiys, pocdopa, anbOyMrUHA U MarHUS B CBIBOPOTKE KPOBH,
a Takxke 24-4acOBYIO 3KCKPEUMIO KalbliUs, KpeaTMHUHA U
docdopa c mouoii 1 pa3 B 3 mec.

Korna HeBO3MOXHO ONPEAETUTh OITyX0Jb, MHIYLUPYIOLIYIO
OM, Ha3HauaeTcsl KOHCepBaTUMBHAs Tepallsi, OCHOBaHHasl Ha
npueMe Kanbiutpuona (1,0—3,0 Mxr/cyt) u pochatHbIx coneit
(cpemnsist mo3a — 2,0 T/CyT) y TAIIMEHTOB C TIOBBIIIIEHHBIM YPOBHEM
cbiBopotouHoro ®PM23, runodocharemueii u runepdochary-
pueit [54].

C 2020 r. ucnonb3yercs mnpenapat oypocymad (KRN23),
3¢ dEeKTUBHBIN ¥ 6e30TacHBI y TaHHOW TPYIIILI MMallMeHTOB.
DTO TOJHOCTHIO YeJIOBEYECKOe MOHOKJIOHAIBHOE aHTUTENO K
DOPD23, mpuMeHeHNE KOTOPOTO 0OeCIIeYnBaeT yIydllieHIe Ka-
YyecTBa XKM3HU, BOCCTAaHOBJICHUE YPOBHS docdopa, yBeaTndeHre
MBILIEYHO! CUJIBI U HOPMAIU3ALUIO TUCTOMOPPOMETPUUECKUX
rapameTpoB (CHIDKeHUE 00beMa HEMUHEPATM30BAHHOTO OCTEOHIA)
[56]. Hu B oqHOM KCCIEMOBAHUY HE 3apErMCTPUPOBAaHbI HEOIa-
ronpusiITHbIE peakluu npernapata. bypocymab Ob11 0100peH ast
nedeHust onkoreHHoit OM B SImonum u CILA. B Poccuu riperapar
He 3apeTUCTPUPOBAH.
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Taxxe pa3pabaThIBalOTCS TIperapaThl, HAalpaBleHHbIE Ha
peuentop @P® tuma 1, mis GIOKMPOBAHUS POCTAa OMYXOJIU U
cekpeunn OPD23 [57, 58]. Co3maH MHTUOUTOP PELIENTOPOB
DOPO tunos 1—4, pan-FGFR BGJ398/undurparnuu6, Hopma-
syl conepxkanue OP®23 1 cHIXAIONIUI OIMyXOJIEBYIO
Harpy3Ky y nanueHToB ¢ meractazamu OP®23-omyxomu [53].
OnHaKo n3-3a BEICOKOW TOKCUYHOCTH TIPeTiapar Mmoka3aH TOJTbKO
npu HaIuYuu Metacta3oB. B Poccun mpemapar takke He 3ape-
ructTpupoBaH. B HacTosiiiee Bpemst 6e30rmacHOCTb U 3G (HEKTUB-
HocTb nHTMOUTOpoB FGFR akTuBHO M3yyaioTtcs.

JIIsT MOHUTOPWHTA TeParMy KaXble 3 MeC MCCIeMyIOTCs
ToKa3aTeJ MUHepaJIbHO-KOCTHOTO ooMeHa. Kpowme Toro, exe-
rogHo ipoBoautcst Y3U mouek, 4ToObI He TIPOITYCTUTD Pa3BUTHE
MoueKaMeHHOI 00J1e3HU Ha (hOHE MEAMKAMEHTO3HOM Teparnuu.
AnanTupoBaHHbIN anroput™ edeHnss @ITIOM, npenioxKeHHbII
S.M. Jan De Beur u coaBr. [59], ¢ 1OMOJIHEHUSMU MPeICTaBIeH
Ha puc. 3.

3aKimoueHue

Takum o6pazom, PITOM — peakoe, TPYAHO TUATHOCTUPYEMOE
3a00J1eBaHue, 3a0I03PUTh KOTOPOE Ha PAHHUX CPOKAX MTO3BOJISIET
ornpejaeseHue coaepxaHus ¢ochopa B KpoBu. 3abosieBaHuUe
MOXXET TOPaXKaTh Pa3TMIHBIC OpPTaHbl ¥ TKAHW, HO B TIOIABJISTIOIIEM
OOJIBIIIMHCTBE CTy4aeB — KOCTHYIO M MSITKHE TKaHU. JInarHoCcTrKa
DITOM mpearnonaraet MO3TAITHOE 00C/IEI0BAHUE C IPUMEHEHUEM
METOJIOB BU3yaIM3allii, OCHOBAHHBIX Ha BBISIBJIECHUH PELIETITOPOB
COMATOCTaTUHA, IIOCKOJIbKY UMEHHO 3TH METO/IbI 00JIaIal0T CaMOii
BBICOKOI 4yBCTBUTEJLHOCTBIO JUIS MACHTU(MUKALIMKA HOBOOOpa-
30BaHMii, BeI3bIBaloMXx OM. Xupypruueckoe BMeIIaTeIbCTBO,
0e3yCIIOBHO, SIBIIAETCSA TPEAMOYTUTEIbHBIM METOIOM JICUCHMUSI.
K mepcrieKTMBHBIM HEXUPYPIUYECKUM METOAAM MOXKXHO OTHECTH
Tepanuio 0ypocymMmaboM U aHaJIoraMKi COMaTOCTaTHHa.

Cospemennas peemamonoeus. 2024;18(5):7—15
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