220 | OxwvpeHme 1 MeTabonmam / Obesity and metabolism KNNHNYECKNY CITYYAN

CNYYAU TUNO®OCHOATEMUYECKON OCTEOMANALIUN ONYXOJNIEBOIO FrEHE3A )

Check for
updates

© A K. EpemknHa', C.C. MupHas', A.M. Topbauesa'*, T.C. NaHeBuH'?, U.A. BopoHkoBsa'?, H.I. MokpbieBa'

"HaumoHanbHbIN MeaULMHCKIA UCCNef0oBaTENbCKUN LEHTP SHAOKPMHOoNorun, Mockea, Poccna
2HayuHo-uccnepnoBaTenbCKUim MHCTUTYT peBmaTonorum nmenmn B.A. HacoHoBow, MockBa, Poccun
3MocKoBCKU 061aCcTHOM HayYHO-UCCIef0BaTENbCKUN KIMHUYECKA MHCTUTYT uMm. M. ®. Bnagummnpckoro, Mocksa, Poccusa

OcTteomansauma — cuctemHoe 3aboneBaHrie ckeneta U3 rpynnbl MeTaboMyecknx ocTeonaTui, XxapakTepusyolleecs us-
ObITOUHBIM HaKOMJIeHNEeM HeMVHepann3oBaHHOIo OCTeomnia U HEeCOOTBETCTBMEM MeXAY MpPOTeKalowWwmm C HOpMasbHOM
CKOPOCTblO 06pa3oBaHieM GENKOBOrO MaTpUKca U ero MnuHepanusauyunen. K ogHom us cambix pegkux ¢opm 3aboneBaHus
OTHOCUTCA OCTEOManALUUA OMyXONeBOro reHesa, valle Bcero obycnosneHHasa docdaTypuyeckumm MeseHXMmanbHbIMY
onyxonamu (OMO). O6bIuHO 3TO JOO6POKaUeCcTBEHHbIE OMYX0Nv HEGONbLIKX Pa3MepoB, Mopaxalolme MArk1ue TKaHu 1 Ko-
cTn nobor nokanmsaunn. B 6onblunHcTBe cnyyaes HenocpencTseHHo GMO-onocpeoBaHHON NPUUYNHON OCTEOMANALNN
CTaHOBUWTCA rMnepnpoayKuusa onyxonbto dpakTopa pocta pnbpobnactos 23, docdaTypnueckoro ropmoHa, peannsyioLlero
cBoW 3¢ deKT 3a cHeT BO3AENCTBUSA HA SNUTENNI NPOKCMMASIbHbBIX OTAEOB U3BUTbIX KaHanbLeB noyek. CuMnToMbl 3a6oeBa-
HUA HecneundUYHbI, CpefHUN CPOK OT NOABNEHMA CUMNTOMOB 10 MOCTaHOBKM iarHo3a B 3TOV rpynne 60MbHbIX JocThraet
3 neT, a O XMPYPrMyecKoro neveHus, Kak npaBusio, NpoxoaunT He MeHee 5 neT. Tonvyeckas AnarHOCTMKa UMeeT peLuatoLlee
3HaueHMe, TaK Kak B nofasnstoLem 60NblUMHCTBE CllyyaeB yAaNieHre Onyxony NO3BOoNAeT 4OCTUYb PpeMnccumn 3aboneBaHus.
Mbl npeacTaBnsem onvcaHve KIMHUYECKOro cilyyas ocTeoManAaumm onyxonesoro reHesa scneactasve OMO, notpeboBas-
wer noatanHon AnddepeHLManbHOM ANarHOCTUKY C APYrMMU pegKmummn 3abonesaHnaMM.

KJIIOYEBBIE CJIOBA: knuHu4eckuli ciy4al; 0cmeomassayus onyxosaeso20 2eHe3d; Me3eHXuMoma; 2unogpocgpamemus; pakmop pocma ¢pubpo-
6nacmos 23.

THE CASE OF ONCOGENIC HYPOPHOSPHATEMIC OSTEOMALACIA
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Osteomalacia is a systemic bone disease, characterized by an excessive accumulation of non-mineralized osteoid and an im-
balance in the organic matrix formation and mineralization. A rare cause of disease is tumor-induced osteomalacia, most
often due to phosphaturic mesenchymal tumors (PMT). Usually there are benign small tumors, affecting the soft tissues and
bones of any location. The basic pathogenesis of underlying oncogenic osteomalacia is a decreased renal tubular reabsorp-
tion of phosphate consequent to hyperproduction of fibroblast growth factor 23 in PMT. Clinical features are nonspecific,
the average period from the symptoms onset to diagnosis reaches 3 years and at least 5 years before surgical treatment.
Finding the tumour is crucial, as complete removal is curative. We present a clinical case of tumor-induced osteomalacia due
to PMT required the complex differential diagnosis with other rare diseases.

KEYWORDS: case report; oncogenic osteomalacia; mesenchymoma; hypophosphatemia; fibroblast growth factor 23.

AKTYAJIbHOCTb 3aboneBaHnAa, Kak X-CUENeHHbIi 1AM ayTOCOMHO-AOMU-
HaHTHbIN runodocpatemuueckre paxmutbl. OfHa U3 CamblxX
OcTteomansaums — cuctemHoe 3abofieBaHve CKeneTa  pefkux Gopm 3aboneBaHMs — oCTeoOMaNALMS OMNyxoNieBOro

M3 rpynnbl MeTaboNUUYeCcKUX OCTEOMATUiA, XapaKTepusyio-
eecA M3ObITOYHLIM HAKOMIEHWEM HeMUHEepPasM30BaHHO-
ro ocTeomfa M HeCcOOTBETCTBUEM MeXAy NpOoTeKaloWwum
C HOPMaJIbHOW CKOPOCTbID 06pa3oBaHMEM GENKOBOro Ma-
TpUKCa 1 ero munHepanusaumen. OCHOBHbIMY MPUYNHAMMN
octeomManauun asnaoTca gepuumt sutammHa D, manbab-
copbuus, 3a6o1eBaHNA OKOJIOLMTOBUAHbIX XKene3 1 MoYeK,
BO3[eMCTBME PA3/NYHBIX JIEKAPCTBEHHbIX CPEACTB U XUMU-
YeCKuX COeAMHEHNIA, a TaKXKe Takme peaKkme BPOXKAeHHble

reHesa [1].

Yawe Bcero npmMynHON oCTeomanAaumm onyxonesBoro re-
He3a aBnaloTca docdaTypryeckme meseHXUmanbHble ony-
xonu (OMO) 13 coegnHUTENBHON TKaHU, MOPHOIOrMYecKy
1 reHeTUYeCKr npeacTasnsiowie cobon oTaeNbHy rpynmny
obpazoBaHui [2]. Takxe onncanbl ®MO cmeluaHHOro Tuna,
cofeprKallme Kak Me3eHXMManbHbIN, TaK U SNUTENNANbHbIN
KOMMNOHeHTbI [3]. MprymHoi MoryT 6bITb 1 fpyrue onyxonu,
B TOM UucCJie 3/loKayecTBeHHble [4, 5].
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B 6onbwunHcTBe cnyyaeB HenocpeactseHHon OMO-
OonocpefoBaHHON MNPUUYMHOM OCTeOManAUMN CTaHOBUTCA
rmnepnpoayKuus onyxosnbto ¢pakTopa pocTta ¢pubpobnactos
23 (FGF23), pochaTypunueckoro ropmMmoHa, B HOPMe CUHTE3U-
pyemoro octeoumUTamMmm U 0CTe06NIacTamMyi 1 PeanU3yIoLLEro
cBoM 3bdeKT 3a cyeT BO3AENCTBMA HA SNUTENNIA MPOKCU-
MaJsibHbIX OTAENOB M3BUTbIX KaHanbueB noyek [6]. FGF23
cBA3bIBaeTcA co cBomM peuentopom (FGFR) npmn nomouym
TpaHcMembpaHHoro kopeuenTtopa a-Klotho, obycnasnuBa-
lolero opraHocneuuduyHocte aencteua FGF23 [7]. Mpwu
runepnpogykumn FGF23 nponcxogut nHTepHanmsauua Ha-
TpUn-pochaTHbIX KOTPAHCMOPTEPOB, UTO CHUXKAET MoYeuy-
Hyl0 peabcopbuuio pochaToB B MPOKCUMANbHBIX OTAENaxX
M3BUTbIX KaHalbLeB noyek [8].

CumnTaeTcs, YTo NEPBOE YNOMMHAHUE OCTEMANALUN ONy-
XONeBOro reHesa B nuTtepatype gatupyetca 1947 r. n npu-
HagnexuT McCance 1 coaBT. [9], xOTA aBTOpPbI NOCUUTaNU
onyxonb 6eapa y naumeHTa NposBeHNEM, @ HE MPUYNHON
3aboneBaHuA. Ha natoreHeTMYeCKylo CBA3b MeXay OMyxo-
Nbi0 1 pa3BuTMeM octeomanaumn B 1959 r. Bnepsble yKasa-
nun Prader u coaBt. [10], @ B OTAENbHYIO KAaTErOpPUIO OMyXO-
ner ¢ ocobbiMn MOPPONOTMUECKMMU XapaKTEPUCTUKAMMU
®MO 6bin BbigeneHsbl B 1972 r. Evans u Azzopardi Ha oc-
HOBaHUM 8 OMUCAHHBIX HA TOT MOMEHT cJiyyaes [11], noutu
opHoBpemeHHo ¢ Olefsky n coasrt. [12]. B ToT nepwuog yka-
3aHHYI0O HO30JIOTVII0 OMUCHIBANN Kak «BUTaMuH D-pesu-
CTEHTHYI0 ocTeoMansauuio». TepmrH OMO 6bi1 BBELIEH 3Ha-
ynTeNnbHO no3fHee — B 1987 r. 6naropaps pabote Weidner
n Santa Cruz [13]. ®DMO 6binu BKNoYeHbl B KNnaccudurkauuio
onyxonen Kocten n MArknx TkaHer BO3 tonbko B 2013 . [2],
HeCMOTPA Ha paHee MpPoBeAeHHY paboty Folpe u coasrT.
C NogpobHbIM onucaHrem MOpPGONIOrMYECKNX 1 FeHeTu-
yeckmx ocobeHHocTen 130 MopoO6HbIX 06pasoBaHWin [4].
[BymA rogamun nosxe Lee 1 coaBT. NPOAEMOHCTPMPOBANH,
yto Knetkn ®MO ABNATCA HOCUTENAMY MYyTaLMIA B reHax
FN1-FGFR1/FGF1[14,15].

®MO - opdaHHoe 3aboneBaHue, no oreHkam A.N. Folpe
OnncaHo Bcero okono 450 cnyyaes, HO UCTUHHAA BCTpeYae-
MOCTb OcTaeTca HensecTHow [1]. B Poccunickon Qegepaunn
onncaHna ®MO eguHnyHbl [16-19]. Yawe scero ®MO obHa-
pY>MBalOTCA Y NaUUeHTOB cpeaHero Bospacta [4, 20], npn
3TOM CaMblli paHHWI fe6loT 3a6oneBaHNA ONUCaH y AEBATK-
MecsayHoro pebeHka [21], reHaepHbIE Pa3NNunA He BbisiB/E-
Hbl (M:XK = 1,25:1 [22]).

CyvMnTOMBbI 3a6051€BaHUsi B OCHOBHOM acCOLMUPOBaHbI
c runodocdatemuent: fo 99,3% naureHToB 6€CNOKOAT BbIpa-
»eHHble 6051 B KOCTAX, A0 93% MCNbITbIBAIOT TPYAHOCTU NPY
xopabbe, pacnpocTpaHeHbl YacTble nepenomsl (o 79%, B TOM
yrcne nepenomMbl begpeHHo KOCTK — 10 50%), yMeHbLLEH e
B pocTe (68,8%), MbilweyHan cnabocTb (65,3%) [4, 22, 23]).
PaHHue cumnTombl O®MO, Takre Kak 6051 B MbILUILIAX 1 NPO-
rpeccupytolas cnaboctb, MoOryT 6ecrnokouTb nauueHTa
MecsLbl 1 rofbl 10 TOro, Kak OyaeT nocTaBneH guarHos [4].
CpefiHMIN CPOK OT MOSIBNEHUS CMMMTOMOB O MOCTaHOBKU
[VarHo3a B 3Tol rpynne 60MbHbIX OCTUFAET 3 NeT, 40 XU-
PYPruyeckoro fieyeHuns, Kak npaBuio, MPOXOAWUT He MeHee
5 net [22]. MNo paHHbIM Feng n coaBT., B 95% nepBoHayanb-
HO BbICTABNAOTCA TakMe [AMArHo3bl, Kak MeXMNO3BOHKOBas
rpbiKa, CNOHAMNOAPTPUT (B TOM UMCIIE aHKUIIO3UPYIOLLMIA)
W Opyrue apTputbl, OCTEONOPO3, rMrneprapaTmpeos, KocT-
Hble MeTacTasbl U gpyrue 3aboneBaHUs ONOPHO-ABUraTeNb-
Horo annaparta [22].

K xapakTepHbiM n1abopaTopHbIM U3MEHEHNAM OTHOCAT-
ca rmnodocdaremus (0,33-2,2 mr/an unn 0,1-0,7 mmonb/n),
3HaUMTENbHOE MOBbILIEHNE aKTUBHOCTU LesiouHon docda-
Tasbl U runepdocdatypus. KoHLeHTpaUma CbiIBOPOTOYHOIO
KanbLuusa Yalle BCEro ocTaetcs B npefenax pedpepeHcHoro
[Mana3soHa, WHOr4a MOXeT HabniofaTbCcAa runokanbuuy-
pus [1]. ObpawatoT Ha ceba BHMMaHUe YacTo Heonpeaense-
MO HU3KUE KOHLEeHTpaLum 1,25(OH)2-BI/ITaMVIHa D3 npwv Hop-
MaJfibHbIX KOHLIEHTpauuAX ero npepwectBeHHuKa, 25(0OH)
BuTaMmHa D [5]. IHTepecHO, 4To NOBbILLEHNE CbIBOPOTOUYHO-
ro ypoBHAa FGF23 otmeuaeTca ganeko He Bcerga. [1o gaHHbIM
Feng n coasrt, y 82 naunentos ¢ ®MO mefnaHa ero KOHLeH-
Tpauumn coctasuna 302,9 nr/mn (ot 20,1 no 6498,7 nr/mn)
vnun 40,3 nmonb/n (o1 2,7 o 864,1 NnMosnb/N COOTBETCTBEH-
HO) npu pedepeHCHOM pAuana3oHe 142,4-706,5 nr/mn
(18,9-93,9 nmonb/n) [22]. BaxkHo oTmeTuTb, yto FGF23 Xa-
paKkTepusyeTc OTHOCUTENIbHO HeOOMbLNM BPEMEHEM MO-
Ny>Kn3HW — nopagaka 18,5 MuHyT [24], uto MoxeT obycnasnu-
BaTb TAaKOW Pa3bpoC 3HaUYEeHNI.

OMO nopaxatT MArkMe TKaHW 1M KOCTU Nio6on noka-
nn3auunKn, ofHAKo HabnopaeTcs 66nbluas TPOMHOCTb 3TUX
06pa3oBaHNi K MATKMM TKaHAM KOHEUYHOCTEN U OCEBOMY
cKenety; KpariHe pefko BcTpeyatoTca OMO napeHxmnmartos-
HbIX OPraHOB 1 3a0PIOLWNHHOM KneTuyaTku [4, 20, 25], onvcaH
Tak)Ke cnyyain MynbTMdoKanbHOro nopakeHus [26]. B Tpy6-
yaTbix KocTax ®MO yvallye Bcero pacnonaralotcs B snudu-
3ax — 0o 82% [27]). Paamepbl ®MO BapuabesnbHbl, B cpen-
HeM AnameTp 06pa3oBaHNA cocTaBnsAeT oT 2,4+2,0 cm [27]
0o 3,9 cm (ot 1,4 go 12 cm) [25].

Ina Tonnueckon guarHoctnku OMO npumeHsATCA pas-
NYHbIEe MeToAbl. Mpy MynbTUCNMPANIbHON KOMMbIOTEPHON
Tomorpadum (MCKT) MOXXHO OOHapYXNTb OCTEONUTUYECKIME
oyvarm € y3Kon nepexofHon 30HoN. MarHUTHO-pe30oHaHCHas
Tomorpadma (MPT) susyannsupyer OMO kak T1-n3oneHc-
Hble, T2-rMnepaeHCcHble 06pa3oBaHUs, PaBHOMEPHO HakKa-
MAVBAOLWME KOHTPACTHbI npenapat. OcobeHHO uHop-
MaTVBHbI pagvoHyKnugHble uccnegoBaHmsa: OMO mMoxHO
06HapyXutb Npu cuuHtTUrpadum ¢ 99mTc-sestamibi [28],
111In-pentetreotide, NO3UTPOHHO-3MUCCUOHHON  TOMO-
rpaduun, coBmewieHHon ¢ KT (M3T/KT) c 68Ga-DOTATATE
n 18F-FDG [29].

[lns yTOUHeHUs NoKanu3auum OMyxosii MOXET npume-
HATbCA nccnegoBaHme ypoBHA FGF23 npu cenektnBHom 3a-
6ope BeHO3HOW KpoBu [24, 30, 311. B 10 ke Bpemsa ypoBeHb
FGF23 moeT 6bITb MOBbILEH U MPY TaK Ha3biIBAEMOM «He-
docdatypuueckom» BapraHte MO 1 HEKOTOPbIX APYruxX
COCTOAHUAX (XOHAPOMUKCconaHas Grbpoma, aHeBpU3Masb-
Has KOCTHaA K1CTa 1 Ap.), a cneymduyHOCTb TECTOB 3aBUCUT
oT meTopa [25].

Ha ceropgHAWHNI feHb eAMHCTBEHHBIM NMAaTOreHETNYECKU
060CHOBAHHbIM BapUaHTOM JIeUYEeHUA OCTAETCA Xupypruye-
CKOe, B MOAaBnsAoWemM GONbLIVHCTBE CllyYyaeB yaaeTca [o-
CTYb peMunccnn 3aboneBaHuUa Nocie PaguKkaabHOro BMe-
watenbcTBa. CHMXeHMe KoHueHTpauumn FGF23 B cuctemMHOM
KpOBOTOKe Habnofdaetcs yxe yepes 20 MUHYT [24] c HopMa-
nu3aurei K KOHLY NepBbIX NOCIeonepaLuoHHbIX CYTOK [27],
CbIBOPOTOYHbBIV ypoBeHb ¢dochopa AOCTUraeT LEeNeBoro
JAranasoHa Ha 2-7-e cyTKu nocne onepaunn [27, 32]. MNpwu
pacnonoxeHun ®MO B anudumsax TpybuaTbix KOCTel bonee
BbICOKas YacToTa peuvauBa HabmogaeTca npu KiopeTaxe
ob6pa3zoBaHuA (50%), HEXENU NpY CErMEHTAPHON pPe3eKLmm
(0%) koctn [27]. B mupe cyuiecTByeT OMbIT MPUMEHEHMA
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3D-¢dnyopocKonnyeckom MHTPaonepaLMoHHON HaBuraLmu
npu ®MO [33].

PaspabatbiBaeTcs megukameHTo3Has Tepanmsa OMO. Tak,
BefyTCA pa3paboTKu npenapaTta — UHrMOUTOpa peuenTopa
dakTopa pocta ¢ubpobnactor (NVP-BCJ398) [34]. Takxe
yCMewHbIMN OKa3anucb MnpeaBapuTesibHble KINHUYECKNe
ncnbiTaHma aHTn-FGF23 antuTen [1, 35].

Makpockonuueckn ®MO npepcTaBnaoT cobon Hecnew-
ndpnyeckme MArKOTKaHHblE WAN KOCTHble 06pa3oBaHMs,
WHOrAa — C BKIOYEHUAMUN XKUPOBOM TKaHU. Mukpockonu-
yecKkn 3TO yvalle BCEero rmno- Win yMmepeHHO-KNeTOUHble
06pa3oBaHNA U3 BepeTeHOOOPa3HbIX 1 3Be34YaTbIX KIETOK
c 6oraTo BaCKynsipM3MPOBAHHOW CTPOMOW 1 HEUYETKAMMU
kpaamu. Knetku OMO o6bIYHO CEKPETUPYIOT «rPA3HbINY Oa-
30pUNbHBIA MAaTPUKC, C XapaKTepHbIMM YUYacTKaMu «LLepo-
XOBaTOM» UMM XNONbeBUAHON KanbundrKauum, HarnoMmmHa-
IOLWMMU NPUMUTUBHBIN XpAL, nnn octeoug [4, 13].

Tuctonornvyeckmu OMO uauwe Bcero [oO6GPOKAYECTBEH-
Hble [32] (ogHako onwucaH cyyYall [O6pOKauyecTBEHHON
OMO c neroyHbiMM meTacTasamm [36]). YacToTa 3nokaue-
ctBeHHbIX ®MO He npesbiwaeT 10% [4], npn HUX Yalle Ha-
6nofalTCA peuuanBbl 3a00/1€BaHNA, MECTHbIE U OTAANeH-
Hble MeTacTa3sbl; MPOrHO3 Y TakMX NaLMeHTOB 3HAUUTENIbHO
xy»e [4, 20, 37, 38].

Ona noptBepxaeHUsi MOPdONIOrMYeCcKoro AnarHo3a uH-
dopmaTuBHbBIM NpefcTaBnseTca onpegeneHune Hannuma PHK
FGF23 B nccnegyemom matepuane. Mo gaHHbim Bahrami u co-
aBT., metog, RT-PCR no3sonsdet Bbiaenutb PHK FGF23 6onee
yem B 90% OMO c octeomansaymen n B 75% OMO, He conpo-
BOXKAaBLIMXCA docdaTypumein MM MHBIMU XapaKTepHbIMU
KINUHUYECKMM NposaBneHnamu. MNpu nccnegosaHnn gpyrmux
Me3eHXMManbHbIX onyxonen yactoTta BbianeHua PHK FGF
23 He npeBblwana 13% (3TM cnyyan NPUXOAMAUCH Ha XOH-
ApomukcomgHble GubpomMbl U aHeBpU3MasibHble KOCTHbIE
Kuctbl) [39]. Ewe 6Gonblien 4yBCTBUTENIbHOCTbIO ObnajaeT
XpomoreHHas rmépuausaumsa in situ (CISH). Carter n coasr.
yaanocb BbiaBuTb PHK FGF23 96% o6pasuos ®MO, conpo-
BOXAABWNXCA ocTeomanaumen. lNpu aHanuse gpyrmx me-
3eHxManbHbIx onyxonen PHK FGF23 He onpegenanach [25].
Takxe HekoTopble MO moryT cekpeTrpoBaTb Apyrue ¢oc-
daTperynupytowme coeimHeHus, Takme Kak frizzled-related
protein 4, FGF7 1 MaTPUKCHbIN BHEKNETOUYHBI Gpochornmko-
npoteunH. Takue onyxonu 6yayT «FGF23-HeraTuBHbIMUY NpuU
nabopaTopHbIX nccnegoBaHuax [1, 40].

NmmyHoructoxumuyeckue metofbl obnagatoT orpa-
HUYEHHOW MHGOPMATUBHOCTbIO B AnarHoctuke ®MO, Tak
Kak OGOJIbIUIMHCTBO 3TUX OMYXOJNe XapaKTepusyrlTcs Tak
Ha3blBaeMblM «BUMEHTVHOBbIM» (GEHOTUMOM W He 3KC-
NpeccupyloT nHble NccnefoBaHHbie MapKepbl [4]. B 1o xe
BpeMa umelTcA paHHble o OMO, 3KcnpeccMpoBaBLLMX
CD34, rnagKoMblWeYHbli akTUH, 6eNIOK HEPBHbIX BONIOKOH
PGP9.5, 6enok S100, cuHanTopuU3NH, MaTPUKCHBIN GenokK
neHtuHa-1 [41], AHK-cBasbiBalowmin 6enok SATB2, CD56,
perynatop TpaHckpunuum ERG n peuentopbl K comato-
cTaTtuHy Tuna 2A [20]. B HekoTopbIx criyyasnx HabnogaeTcs
n akcnpeccua FGF-23 [4, 42].

Ha monekynapHo-reHeTnyeckom ypoBHe ®OMO wyacto
ABNATCA HOCUTeNnsIMK rMbpuaHblx (fusion) reHos, ob6paso-
BABLUMXCA B pe3yfbTate rubpuansauum reHos GrbpoHeKTr-
Ha (FN1), FGFR vnu camoro FGF: FNT1- FGFR1 vnnw FN1-FGF1
[14, 15]. Tak, B uccnegoBaHmm Agaimy 1 COaBT. TPaHCJIO-
Kauma FGFR1 6bina onpepeneHa B 46% wccnegoBaHHbIX

®MO [20]. Tmbpupausauma FN1-FGFR1 nprBoauT K nepeHocy
NMOCTOAHHO aKTUBHOTO MPOMOTOPHOIO y4YacTKa reHa ¢pubpo-
HEKTMHA 1, COOTBETCTBEHHO, K MMMNepP3KCAPECCUN OHKOFeHa
3’-FGFR1 [14]. KnHa3HbIn JOMEH X1MepHOro 6eska nocro-
AHHO aKTMBEH, YTO NpuBOANT K akTuBauum FGFR1-onocpe-
JOBAHHOMO CUMHAaNbHOrO NyTW U runepakcnpeccun FGF23
[1, 14]. 'HTepeCHO, YTO NPX 3TOM HE NPOUCXOAUT MOBbILLE-
HUsi KoHUeHTpaumn MPHK Klotho. MpeanonoXxntensHo, 3To
CBUAETENbCTBYET O noTtepe Heobxogmumoctn B Klotho gns
akTuBauum xumepHoro FGFR1 [14].

Taknm 06pa3om, UMelLLMECA Ha CEroAHALWHNA AeHb JAaH-
Hble OrpaHUYeHbl CEPUAMY KITMHUYECKMX CITyYaeB 1 He 006-
NafaoT JOCTaTOUYHbIM YPOBHEM [0Ka3aTelbHOCTY ANA pas-
paboTKM anropuTMOB BeAeHMA NauneHToB. Llenbio gaHHoM
nyénukauum ABNAETCA OMNMCAHME KIVUHUYECKOro Ciy4as
ocTeomansaumm onyxonesoro reHesa scnegcrane OMO.

OMUCAHUE CNYYAA

MauwmeHT K., 29 net obpatuincs B yupexaeHue 1 B MapTe
2017 r. c kanobamMu Ha NPOrPeCcCUPYIOLLYIO MbILLEYHYIO CNa-
60CTb NPEVMYLLECTBEHHO B MbILILIAX HUKHUX KOHEYHOCTEN
W CNViHbI, 60N B MOACHULIE U HUPKHUX KOHEYHOCTSAX.

[aHHble HapyLUeHNA pa3BMBaNNCh Y NaLMeHTa NoCTeneH-
HO, B TeyeHue 2 neT. [ToMrMO OCHOBHbIX »afno6, oTMeTu no-
ABMeHne o6bemMHOro obpasoBaHus B 06/1aCT MefmanbHOM
NOBEPXHOCTM MPABOro KOJIEHHOr o cycTasa. Banpene 2016 r.
0ob6paTmiICcA 3a MOMOLLUBID B HEBPONIOTMYECKOEe OTAeNeHue
CTauuoHapa Mo MecCTy »KUTeNbCTBa, FAe B XOfe KOMMEKC-
HOro o6crnieqoBaHMA Obina AMArHOCTMPOBaHa AopconaTus
Ha ¢OHe [pereHepaTUBHO-AUCTPOPUUECKMX W3MEHEHUN
MO3BOHOYHUKA, 6one3Hb LLloepmaHa-May Ha ypoBHe HWX-
HUX FPYAHbIX Y BEPXHUX NMOACHUYHbIX MO3BOHKOB C MblLLEeY-
HO-TPOPUUYECKMM 1N KOPELIKOBBIM CUHAPOMOM. [0 faHHbIM
PEHTreHOBCKOW AeHCUTOMETPUN BbiABNEHO CHIKeHne MIK
HUXe OXUAaeMblX 3HaYeHU AnA JaHHOW BO3PACTHON rpyn-
nbl (B L1-L4 -3,4 SD no Z-kputepuio, B Welke 6eapa -4,7 SD
no Z-kputeputo, 6egpo B uenom -4,5 SD no Z-kputepuio).
Takxe anu3ognyeckn perncTpupoBanocb nosbiweHne Afl
4o 150/90 MM PT.CT., MOCTOAHHOW aHTUTUNEPTEH3NBHON Te-
panuu He NpuHMMan.

B panbHeniiem oTmeyvanocb nocTerneHHoe yxyAlleHne
COCTOAHMA, 3HAYMMOE 3aTPYAHEHVE NMPY BCTaBaHUN U XOfb-
6e, CcaMOCTOATENbHOE MepenBuKeHne O6biflo BO3MOXHO
TONMbKO B Mpefenax KBapTupbl. B oktabpe 2016 r. rocnu-
TanyM3npoBaH B OAVH M3 CTaumMoHapoB . MockBbl, Gbiia
npoBefleHa CTEPHaNibHaA NyHKLUMA, MO pesyfbTaTaM KOTo-
PO UCKIOUEHa MueNioMHas 6onesHb. Torga e BrnepBble
6bina 3adukcmpoBaHa runodocdatemus go 0,4 mmonb/n
(0,74-1,52) npy ogHOKpPATHO 3aPpUKCUPOBAHHON rMnepKasnb-
umemmn (Kanbumin obwmi 2,73 mmonb/n (2,1-2,55), KanbLui
MOHV3UPOBaHHbIN B npefenax pedepeHCHOro MHTepBana
nabopartopuin) N HU3KOHOPMaJIbHOM YPOBHE MapaTropmMoHa
(MATT) = 15 nr/mn (15-65).

Nanee naumeHT 6bl1 HampaBneH B SHAOKPUHOMO-
rmyeckoe otgeneHme C AMArHO30M «OCTEONOpPO3 HeAc-
Horo reHesa». [lpu pononHuTenbHOM ob6cnefoBaHUM
COXPaHANOCb 3HAUMMOE CHWXeHVe YpoBHA ¢ocdaToB
KpoBu go 0,50 mmonb/n npyn BbICOKOHOPManbHOM YpPOB-
He Kanbuus (o6bwuin 2,45 MMONb/N, VOHU3NPOBAHHbIN
1,29 mmonb/n) n nosbiweHun yposHa [Tl go 80 nr/mn
(auHamuka nokasatenen KanbLreBo-pochopHOro obmeHa
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Tabnuua 1. lnHamuka nokasatenen pochopHo-KanbLreBoro obmMeHa B CbIBOPOTKE KPOBU 1 CYyTOUHON KanbLuypum

Ca B cyTouHOI

Jlara Ca o6, Ca NoH., ®ocdop, naTr, Butamwun D, W, En/n moye
mMmmonb/n mMmmonb/n mMmmonb/n nr/mn Hr/Mmn (Mmonb/cyT)

20.10.16 2,73 1,22 0,47 15 6
28.10.16 2,55 0,40 54
01.11.16 2,45 0,35 80 14,3 246
07.11.16 2,30 1,29 0,50 255
07.12.16 2,38 1,06 118 218 4,28
02.03.17 2,24 1,08 0,28 99 20 232 2,8
14.04.17 2,34 04 577
26.04.17 2,31 1,01
02.10.17 1,15 1,18 87 16,5 131

npeacraefieHa B Tabnuue 1). B 6roxmmuyeckom aHanmse
MOYV OTMeYanacb HOpMOoKanbUuypua 2,8 Mmonb/cyT (2,5-8).
JuarHoctnpoBaH gedpnumt Butamuna D — 14,3 Hr/mn (6onee
30). B MmecTax TUNWYHOTO PACMONOXKEHNSA OKONOLNTOBULHBIX
Xenes npu ynbTpa3ByKoOBOM NCCNIEA0BaHUN NaTONIOrMYecKme
0b6pazoBaHus He BU3yanun3npoBanmcb. C yUeToM CHUKEHUA
MUWHEepasibHON MJIOTHOCTU KOCTHOW TKaHW MauueHTy OfHO-
KpaTHO BBefleHO 4 Mr 30/1eJpPOHOBON KMUCSIOTbI, UHALMUPO-
BaHa Tepanua Konekanbuudeponom no 2000 ME B cyTku.

B nekabpe 2016 r. 6bina BbINOJIHEHA CUMHTUIPadUs Ko-
cTein B pexume Total Body c Tc-99m-texHeTprnom. OTmeva-
nacb runepoukcauna pagrmodpapmnpenapata B npoekuum
HVXKHErpyLHOro oTaena no3BOHOUHKKA, pebep, nnevyesblx,
KOJIEHHbIX, FONIEHOCTOMHBIX CYCTaBOB M B MPOEKLUnr 06bem-
HoOro o6pa3oBaHuUA 06/1aCTV MPABOrO KOJIEHHOMO CYCTaBa.

Pe3synbraTtbl $u3mMKanbHOro, 1abopaTropHoro

N NHCTPYMEeHTaJIbHOro nccnegqoBaHna

B mapTe 2017 r. naumeHT 6biN FOCNNTaNN3NPOBAH B yu-
pexgeHuve 1. Mpu obLem ocmoTpe Ha MOMEHT FroCnuTanu-

3aumm obpallanu Ha ceb6s BHMMAHVE BbIPaXKEHHbIN rpya-
HOI K103, abAOMMHASIBbHDBIV TUM OT/IOXKEHUA MOAKOXHOWN
KUPOBOWM KJIeTYaTKM, Ha KOXe CMUHbl MHOXKECTBEHHble
acne vulgaris u acantosis nigricans (puc. 1A); Ha 60KOBbIX
NOBEPXHOCTAX A3bIKa, Ha IMCTOBUAHbBIX COCOYKAX BMU3yanu-
31MPOBaNMCb MHOXECTBEHHbIE MENKIME 3/IEMEHTbI, MOJ03PN-
TesibHble Ha Henpodubpomsl (puc. 1B). I3 aHamHe3a 6bi10
M3BECTHO, UTO paHee, B Bo3pacTe 20 neT, nauneHT nepeHec
yhaneHne CXOXnx obpa3oBaHWli BHYTPEHHEN MOBEPXHO-
CTV HWXKHen ry6bl. B obnact npaBoro KoneHHoro cycra-
Ba MO MeAWanbHOW MOBEPXHOCTM OTMeYanocb o6bemMHoe
ob6pa3oBaHMe AMAMETPOM 5 CM, NOTHO-3/1ACTUYHOW KOH-
cMcTeHUUn, 6e360ne3HeHHOe 1 NOABUXKHOE MpY MNasnbra-
LMK, pacnonarawlieeca, NpeanofoXnTenbHO, B NOAKOX-
HO-XUPOBOW KJieTyaTKe, BO3BblWAOWeeca Haf KOXKHbIM
nokpoBoMm Ha 3,5 cm (puc. 1C). TakxKe NaUneHT B TeyeHue
2 neT Habnoganca no NoBofy caxapHoro Avabeta 2 Tuna
(MUMT 35,8 Kkr/m?), B CBA3M C YeM Monyyan nepopasnbHyto
CaxapOoOCHWKaLWYI0 Tepanuio, U apTepuranbHON rmMnepTeH-
3N C MAaKCUMasnbHbIM MoBbiWeHnemM go 160/90 mm pT.cT.

PucyHok 1. Pe3ynbtatbl pr3nkanbHoro ocmoTpa naumenTa K.
A - acne vulgaris Ha KOXe CnuHbI;
B - 06pa3oBaHUsi CNN3NCTON A3blKa (OTMeUeHbl CTPeNikamu);
C - o6bemHOe 06pa3zoBaHMe MearanbHOM MOBEPXHOCTY NPaBOI KOIEHHOW 0651acTy (BbigeneHo NyHKTUPOM).
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KNUHUYECKIMI CNYYAW

M3 cemelnHOro aHamHe3a 6blI0 M3BECTHO, UTO y OTUA AU-
arHo3 runepToHnyeckon 6onesHn Takxe 6bin ycTaHoBMEH
B MOJIOZOM BO3pacTe, MpoBoAniacb HeppaKToMua (Npuyu-
Ha Hen3BecCTHa).

B xope rocnutanusaumm BbiIBNIEHO MPOrpeccupoBaHmne
runodocdatemun go 0,28 mmonb/n (0,74-1,52) npu coxpa-
HABLIENCA HOPMOKaNibLMeMUN Y YMEPEHHOM MOBbILLEHNN
KoHueHTpauun MTI Ha ¢oHe paHee BBeAeHHOW 305e4po-
HOBOW KucnoTbl (cM. Tabn. 1). Bnepsble onpeaeneH noka-
3aTenb TyoynspHon peabcopbunm docdatos (TRP) - 49%
(npn Hopme 85-95%). INpu ynbTpa3ByKOBOM MCCNeA0BaHNN
(Y3U) onpepenanncb Nnpr3HaKky runepnnasumn neBon Bepx-
Heln okosowmnToBMAgHOM Xenesbl (pasmep 0,5x0,4x0,3 cm),
NaToONOrMYeCKUX N3MEHEHUN B LUNTOBUOHON XeJle3e He Bbl-
ABNIEHO.

B nabopaTopHbIX aHanM3ax COXPaHANOCb MOBbILWIEHKE
KOHUEHTpaLuMm Wweno4yHoln docdaTasbl, NPM 3TOM KOHLEH-
Tpauuu Beta-cross-laps n octeokanbLmHa 6biv B npegenax
pedepeHcHOro amnanasoHa nabopatopum. Mpu grHamuue-
CKOM TMpPOBEAEHNN PEHTITeHAEHCUTOMETPUM MOKasaTenu
MIK coxpaHanncb Ha npexkHem yposHe. 1o pesynbratam
peHTreHorpadnm rpygHoro U NOACHUYHOIO OTAeNa Nno3Bo-
HOYHMKa B OOKOBOW MPOEKLUUN BbIsiIBEHbI NMPU3HAKN KOM-
NPECCMOHHbIX N3MeHeHUI Ten Th-L2.

B xome Y3M o6bemHoro obpasoBaHusi B 06MacTn Ko-
NIEHHOrO CyCTaBa OTMEeYanucb 3xorpaduryeckme NprsHaKy,
nofo3puTesibHble B OTHOLWEHUUN Hellpodurbpombl. C yueTom
HanUuMA NMOAO3PUTENbHbBIX 3/IEMEHTOB B POTOBOW MONO-
CTU 1 apTepUanbHON rMNepTeH3MM Y MOJIOZOro naumeHTa
ObIIN onpefeneHbl YPOBHU CYTOYHOM SKCKpeuun MmeTa-
HedprHa 1 HopmeTaHedprHA — BCe MOKasaTenu B npege-
nax pedepeHca. [laHHbIX 3a rMNePKOPTULM3M He MOyYeHO
(nogaBneHne KopTnsona Ao 33 HMONb/N Ha $OHE HOYHOTO
nogasnaoLwero Tecta ¢ 1 Mr gekcamertasoHa). o pesynb-
TaTaM Y3/ natonornyecknx NaMeHeHun B HagrnoyeyHnkax
He onpenenAanoch.

MprvHMMaa BO BHMMaHWe HecooTBeTcTBME ypoBHA [TI
N BbIPAXKEHHOCTN KOCTHbIX U3MEHEHWI, CMHXPOHHOE YBe-
nuyeHrie B obbeme Nofo3puTesibHOro o6pasoBaHms B KO-

— -
e G A sy 5

X, g ‘.)' 1‘.':‘ R TN I R &
. > e Pl e Y <1
h§ : "".‘ ¢ " 1’ \-l .'.A‘ »/m \ \“. ---“"‘\ 3 -
Penig Y gs o g T A LS R
L B2V 1%« < K B THEN
4 o Sy . - .
i Sn st Vo O A .
‘-‘ ¥ yn PR s /) « & v iy e
‘ - - -
~ L "“ 2 o r’: = "‘ . ] 3 7P
. ' dé Pvdrii 1% ‘
0y B N lAl e oy ' A
. ¥ v;.' ¢ - b - - ‘. n -
B ,-}'- A% W IS ‘\"'_.' . .
TV ey o” B b | -t .
":... £ " % " 3 § > ('.*‘\': . PR AR
- - ."-I » ( 4 »” * ”, 1 h. | # ’-
’.v".’." 4 . “..‘ " - rn L
. P et [ p" L v Y . o 3 -
1 ' L2 7y Shed .
“T A < AR w) ' (7 > :1 o . ¥ oot
pe - l » \ -
o g e N ” ér ‘ : - s - <3
i - Ve 8 -~ t e
& ) N AP * s ?""l \ S, . >
Ot | =y o' Wans -
'..'" [ o!.\-"_-’ s " - 1Y ‘. ‘ (‘\ ~ ¥ .
e RN '.h‘._st" 2§ N 29) e O .
o | RN e 2 | Rl N
. ..' ‘;}}" i § T ;: ¥ '( ¥t i : ..
z of | o a Sz
’_‘?"n ; » . ~ “,ZV ‘I"ti sy L V1 £
e 2l N . S
CSPY 2w U9 ““ps = v {
 ’ 5 L . "‘l).' - ’ e
’ - s ., ~ o . o
IR W A i -3 S8 5P
AR BB s N e NS T b DA R A

NEHHOW 06M1aCTN 1 NPOrPEeCcCUPOBAHNE KIIVIHUYECKON Kap-
TUHbI, @ TaKXe Hanuuve BblpaXkeHHON rmnnodocdatemnu
n runepdochatypny, NPeLnosioKEH OMYXONeBbl reHes
runodocdatemun. MosbiweHne MTI pacLeHeHO Kak BTOpUY-
HOe Ha ¢oHe ANINTeNIbHO HEKOMMEHCMPOBAHHOMO AeduunTa
BuTamuHa D.

[nA nanbHenwero o6cnefoBaHUA NaLUNEHT O6blT Hanpas-
neH B yupexgeHue 2. BbinonHeHa MarHUTHO-pe30HaHCHas
ToMorpadus, No pesynbraTaM KOTOPOW B MOAKOXKHOXMPO-
BOW KneTyaTke mMednasibHOM MOBEPXHOCTN HWKHEN TpeTn
npaBoro 6efpa BW3yanuM3npoBaHO OKpPYyrnon ¢Gpopmbl y3-
noBoe 06pa3oBaHME HEOOAHOPOAHON KUCTO3HO-CONINMAHOMN
CTPYKTYpbl C HalMuneM eAMHUYHbIX 30H KPOBOU3NMAHUA
pasmepamu 5,2x5,2X3,7 CM C YETKUMU POBHbIMW KOHTYpa-
MU, OKPY>KEHHOE MCeBAOKANCyol, 6e3 npopacTaHnsa OKpy-
aloLWyx MArKKX TKaHel. Mpu 6uoncun B onyxonu otmeya-
NNCb MAaCCYBHble HEKPO3bl, MOSTOMY YCTaHOBUTb FMCTOreHes
He NpeACTaBAANOCh BO3MOXHbIM.

JleyeHune

B npeponepaloHHOM Mepuofe B paMKax CUMMATOMa-
TUYECKON Tepanuu runodpochatemn naumeHTy Obinn Ha-
3HaueHbl anbdakanbungon B fo3e 1 MK B CyTKY, KOneKasb-
undepon 2000 ME B cyTKu, TabnetnpoBaHHble ¢docdaTbl
(ruppodocdat HaTpua 602 mr + gurugpoopTtodocdat Kanus
360 Mr) no 4 TabneTkn B CYyTKM, AaHbl ANETUYECK/E PEKOMEH-
Jauum.

12.04.2017 1. B yupexpeHun 2 npoBefeHO ypaneHue
Onyxonu MArKUX TKaHel npaBoro 6egpa C NnacTMkon fe-
dbekTa MecTHbIMU TKaHAMU. [pu FUCTONOrMYECKOM UC-
cnepfoBaHMM MOCJIeONepaUioHHOro Matepuana Bepudu-
LUMPOBaHA OMYXOJlb ME3EHXMMANbHOIro MPOUCXOXKAEHUS.
OnyxoneBbll y3en 6bl1 OKPYXeH NCeBAOKaNCynon, xapak-
Tepr3oBanca nponudepaumen CoCyaoB CUHYCOUAHOTO
TUMNa 1 CKOMJIEHVAMN COCYLOB C YTONWEHHbIMU Grbpo3u-
POBaHHbIMU CTEHKaMU, ¢ GOPMMPOBAHNEM KaBEPHO3HbIX
MonocTen 1 npu3Hakamy TPoMb6oobpa3oBaHWA Npenmy-
LeCTBEHHO B LIEHTPEe OMyXONIeBOro y3na, rge oTMeyanucb
Bblpa)KEHHbIe AUCLMPKYNATOPHbIE HAPYLIEHUs C oYyaramu

PucyHok 2. Mukponpenapatbl yaaneHHom y nauueHTa K. pochaTypurueckoin Me3eHXMManbHOM OnyXomnu.

Mpumeyanune. Onyxonb U3 BepeTeHoObpa3HbIX 1 3BE3AYATbIX KIETOK B HEOObIYHOM 6a3odunbHomM maTtpukce (A, B). OTmeuaeTcs xopoluo pa3BuTas
KanunnapHas ceTb 1 GOKYCbl OTNIOKEHNA conelt Kanbuus (B), ys. 200x.
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KPOBOW3NUSAHWI, KOArynsaUUOHHbIMU HeKpo3amu C Mpu-
3HaKamMy OpraHmM3auuuy, pa3pactaHmAaMK pbixnon Grubpos-
HOW TKaHW C OTNIOXeHUAMU remocugepmrHa. Onyxonb 6bina
npencraBsieHa BEPETeHOBUAHbIMM U 3BE34YaTbIMU KNeTKa-
MU B CBeT/IOM 6a3odumnbHOM maTpurkce ¢ anddysHo-ouya-
roBbIM OTNOXeHMEeM cofielt Kanbuma (puc. 2). No gaHHbIM
nocneayLero MMMYHOTMCTOXMMMNYECKOTO NCCef0BaHNA
ArarHocTMpoBaHa pobpokayecTBeHHasa docdaTtypuye-
CKaA Me3seHxumanbHaa onyxonb (Ki-67 3-5%, skcnpec-
cnpoBanucb BumeHTUH, CD31, CD34, FVIII, SMA, paHHbIX
3a IKCMpeccuio NaHUMTOKepaTuHa, gecmuHa EMA, S-100,
D2-40, HHV8 He nonyuyeHo). B TeueHume cyTok nocne xu-
pypruyeckoro nevyeHvus 6e3 MeAVKaMEHTO3HOW KOppeK-
uuu 6bina focTUrHyTa Hopmodocdatemmsa — 1,01 mmonb/n
(0,74-1,52). OnHamukn FGF23 oTmeuyeHo He 6bin0o: Heno-
CpeacTBEHHO Nnepes BMeLaTeNbCTBOM €ro KOHLUEHTpauus
cocTaBuna 6,73 nmonb/n, yepes 2 Hepgenn — 8,69 nmonb/n
(0-20).

Ucxop n pe3ynbrathl nocneayiowiero HaénogeHus

MocTeneHHbIN perpecc 601eBOro CMHAPOMA M BOCCTa-
HOBJIEHUE MbIWEYHOW CUMbl NPOUCXOAUIN B TEYEHUE Mo-
cnegylowmx 6 mecaues. bbina NoAHOCTbIO BOCCTaHOBIe-
Ha paboTocnocobHocCTb. Mo pesynbratam NabopaToOpPHbIX
aHann3oB (OKOHYaHWe AeCTBMA 301e4POHOBOW KMUCIOTbI)
3adMKCcMpoBaHO noBbilweHne ypoBHA MTI B couyetaHuun
C HopMOKanbumemuen n gebmuntom ButammuHa D. HasHa-
YeHbl HacblULaloWye [03bl KoneKanbuudepona B coyeta-
HUK C NpenapaTamu Kanbuma 500 Mr B CyTKY, Ha GOHe yero
JOCTUTHYTa KOMMeHcauma nokasatenein pocpopHo-Kanb-
LMeBoro obmMeHa.

Yepes 2 roga nocne XxMpyprunyeckoro neyeHnsa nauneHTy
BbIMNO/IHEHA PEHTreHAEHCUTOMETPNA MOACHUYHOIO oTaena
MO3BOHOYHMKA M NMPOKCMMAarbHOro otaena 6eapa, oTMeYeH
3HAYMMbIN NPUPOCT MUHEPANbHOW MAOTHOCTM KocTu. Bce
nokasaTeny COOTBETCTBYIOT 3HAUEHUAM, OKUOAEMbIM A
JaHHOWM BO3PaCTHOW rpynmbl.

OBCYXXAEHUE

MpepcTaBneHHbIN KANHUYECKNIA Cllyyal npepcTaBnaeT
WHTepec B acnekTe auddepeHUmnanbHON ANarHOCTUKN cpa-
3y HECKONbKMX opdaHHbIX 3a60neBaHMin, NOCKONbKY Mnep-
BMYHbIV OCMOTP 1 c6Op aHaMHe3a NO3BOANN 3aMN0[03PUTb
Lenbi pAag SHOOKPMHONATUNA.

Y monoporo nauuneHTa HabnLANUCh BbIPAXKEHHOE CHU-
xeHwne MMK, HapyLueHrA yrneBogHOro obMeHa, rmnepToHus,
aKHe, YTo TPeboBaso NCKIUYEHNs SHAOTEHHOIO rMnepKop-
Tuyusma [43]. C gpyrom CTOPOHbI, HaIMUMe MHOXXECTBEHHbIX
06pa3oBaHWli CIM3UCTOM PTa B COYETAHWM C TUMEPTOHUEN
1 nosbiweHmem MNTT npu BbICOKOHOPMaNbHOM YPOBHE Kasib-
LMA HaCTOPaXKUBasno B OTHOLIEHUN CMHAPOMA MHOXeCTBEH-
HbIX SHAOKPWHHbIX Heomnsasuni (B 0cobeHHoCTM — Tuna 2B)
W, ClefjoBaTesNIbHO, AUKTOBANO HEOOXOAMMOCTb NCKIIOUYEHNA
beoxpomoLMTOMbBI U MESYNIIPHOIO PaKa LATOBULHOW Xe-
nesbli [44].

MosbiweHue MNTT coBnagano Nno BpemeHu C BBeAEHNEM
30/1e4POHOBON KMCJIOTbI U HE COMPOBOXAANOCh rMnepKarsb-
Lumemmnen n/vnu runepkanbuuypuen B aHamHese, Mo3Tomy
BepudrKaLma reHesa runepnapatipeosa Tpebosana oueH-
K1 nokasatenein ¢ocPpopHO-KanbLMeBOoro obmMeHa B AuHa-
MUKe Nocsie 3aBepLieHnsa aencteusa brucpocdoHara.

KniouyeBbiIM MOMEHTOM B MOCTAaHOBKE AWarHosa crtana
oueHKa runepdocdhatypum, onpeaensieMon Npu CHKEHNN
TyOynapHou peabcopbunn docpatoB meHee 85% [45]. Oga-
HaKO Ha OKa3aBLUMIACA B MUTOre BEPHbIM ONArHOCTUYECKNIA
MapLUPyT MOFMO HATONKHYTb M COBMAZileHMe BO BPEMEHM
Pa3BUTUS KIMHWNYECKON CUMMNTOMATUKU U MOABNEHMA 0O-
pa3oBaHuA B 06nacT MeananbHOWM NOBEPXHOCTM NPaBOro
KONEHHOrO CyCTaBa (B «OYEBUIHOW» AaXke Npu obLyeM ocmo-
Tpe nokanusauuu, JOCTYNMHOW AnsA MobbiX NCCNefoBaHNI,
B TOM UNCJIe TMCTONOMMYECKUX).

CybbekTBHOE (MO OLlyLleHUsIM NauueHTa) N obbek-
TUBHOE (B BuAe AOCTVXeHus HopmodochaTemun) ynyu-
WeHne ObINO JOCTUIHYTO YXe B paHHeM rocsieonepayu-
OHHOM nepuoge. OTCYTCTBUE AMHAMUKU CbIBOPOTOYHOM
KoHUeHTpauun FGF23 moxeT 6biTb 00yC/IOBIEHO, C OAHON
CTOPOHDI, CJIOXKHOCTbIO 1abopPaTOPHOro onpeaeneHuns 31o-
ro coegnHeHus [24], a c gpyrou — BepoATHON NpoayKumnen
onyxosbio MHbIX pocdatypmnyecknx ropmoHos (frizzled-
related protein 4, FGF7 1 MaTp1KCHbIVi BHEKNIETOYHbIN doc-
dornvkonpoteunH) [40]. YumTbiBaA [OOPOKAUECTBEHHDIN
XapaKTep Onyxonu, MPOrHO3 KayecTBa Xn3Hu obycrnosneH
006pPaTVMOCTbI0 PA3BMBLUMXCA W3MEHEHUA CO CTOPOHDI
OMOPHO-ABUraTeNIbHOrO annapaTta U KauyecTBom peabunu-
TALUMOHHBIX MEPONPUATUIA.

3AKNIOYEHUE

MNpeacTtaBneHHbIN KANHUYECKUI CAlyYal, XapakTepusy-
IOWNINCA CTPEMUTENbHBIM MPOrpeccMpoBaHnem 3aboneBa-
HUA, OeMOHCTPYPYeT Ba)KHOCTb NMpoBedeHuA TWaTeNbHOMN
anddepeHUManbHOM AMArHOCTUKMA  MUHEPanbHO-KOCTHbIX
HapyLlweHNn, CONPOBOXOAOWMXCA pa3BUTMEeM OCTeoMans-
umn. lanbHenwee HakomnjieHne AaHHbIX O AaHHOM HO30J10-
rMn B NEPCreKTMBE NO3BOMNUT pa3paboTaTb anropuTMbl aun-
ArHOCTUKM U NleYeHnA OCTeoManALMn OMyxosieBOro reHesa
N, COOTBETCTBEHHO, YNYULINTb KAaueCTBO XU3HU U NPOrHO3
y 3TUX NAUNEHTOB.

AONOJIHUTENIbHAA UHOOPMALINA

UcTouHuk ¢puHaHcmpoBaHus. [Nybnvkaumsa HacToswwen paboTbl noa-
fepxaHa rocyfjapcTBeHHbIM 3agaHnem. Homep rocyfapcTBEHHOroO yueta
HVOKTP AAAA-A20-120011790181-1.

KoHpnuKT nHTepecoB. ABTOpbI AEKNApUPYIOT OTCYTCTBME ABHbIX
1 NOTeHLMasbHbIX KOHGIMKTOB MHTEPECOB, CBA3aHHbIX C My6nvKaLumen Ha-
cToALWen cTaTbi.

Yuactne aBTOpoOB. EpemknHa AK. - BegeHne nauveHTta, HanucaHne
TekcTa pykonucuw; MupHaa C.C. - BefeHMe nauueHTa, HanucaHve Tekcta
pykonucy; lfopbaueBa A.M. - HamucaHue TeKCTa PYKOMWCU, NOAroToBKa
UNNCTpaTBHOro Matepuana; MaHesuH T.C. — BefeHWe naumeHTa, Hanw-
caHue TekcTa pykonucu; BopoHkoBa WU.A. — ructonormyeckoe, UMMyHOru-
CTOXMMMYECKOE WCCIeAOBaHME OMyXONU; HamnmcaHue TeKcTa PYKOMUCH;
Mokpbiwesa H.I. — HanncaHwe TekcTa pykonucu. Bce aBTopbl BHECIU 3Ha-
UMMBbIiA BKNaJ B MPOBEAEHNe NCCNeJOBaHNA 1 MOATOTOBKY CTaTby, MPOYn
1 ogobpunu GUHaNbHYIO BepCUio CTaTby Neped nybnvnkayuei.

Cornacue naumeHTa. MayneHT JO6POBO/BHO NoAnMcan UHPOPMUPO-
BaHHOe corflacue Ha nybnmKaLuio NepcoHanbHON MegULMHCKON MHpopMa-
Ly B 06e31MueHHon popme.

BnaropapHocTn. ABTOpbl  BblpaxaloT 6narogapHocTb  XMpypry-
oHkonory Kynare AB. n Bcemy konnektnsy OIbY «HMWL oHkonorun
um. H.H. BnoxnHa» Mun3gpaBa Poccum 3a nx BKnag B neyeHne OaHHOTO
nauueHTa.
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