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®ocarypuyeckas Me3eHxUManbHas onyxosb, MHAYLMPYloWas pa3sutie GocdoneHnyecKoin ocTeoMansaLny, NposBseTcs
AeopMauyaMN U MHOTOYNCIIEHHBIMW NepesoMaMm KOCTel CKeNeTa, YTo CHIUKAET KayeCTBO XU3HU NaLMEHTOB U NPUBOLAMUT
K MHBaNUAHOCTW. HegocTaTouHas 0CBEAOMIEHHOCTL Bpayeil 06 3TOM NaTonorum 1 OTCYTCTBUE CUMNTOMOB, MO3BONAIOLLUX
e BbIABUTb, ABNAIOTCA MPUYMHAMM NO3[HEN ANArHOCTUKM 3aB0NeBaHNs AaKe NPU UCMOb30BAHWUN COBPEMEHHBIX BbICOKO-
TEXHONOTUYHbIX MeTO0B 06Cnef0BaHNA. ONTUManbHbIM nedeHnem ochatypuyeckux MeseHxMMasbHbIX Onyxonei sBas-
eTcs UX paguKanbHoe ucceveHne. OAHAKO TecHas CBA3b JAHHOMO HOBOOOPA30BaHMA C OKPYXAIOLMMU TKAHAMU U BO MHOTUX
Clyyasx OTCYTCTBUE KanCysbl MK CKAepo3a (Npy IOKanu3aLmm B KOCTSAX) YCIOKHSIOT BbINOHEHWE ONepaLyu, YTo 0ObACHS-
€T BbICOKYIO CKIIOHHOCTb 0NyXo/u K peuuansy. Ocobble TpYAHOCTU NpU pafukanbHoOM yaaneHun Gocdatypuyeckux MeseH-
XMManbHbIX ONyXO/ei BO3HWUKAIOT NPU UX NTOKANU3ALMUMN B CNOXKHbIX aHATOMUYECKUX 06ACTAX HUKHUX KOHEUHOCTEIA.
XapaKTepeH ANNUTeNbHbIA MPOMEXYTOK BpEMEHU MeXAY NEPBbIMU KTMHUYECKUMU NPOSBAEHUAMU 3200N1eBaHNSA, NOCTAHOB-
KOil iMarHo3a u Hayanom neyeHus (MHOTAA OH COCTABAAET HECKONbKO NeT). [iNA YyTOUHeHUs AnarHosa v BU3yanusaLum
petaneit hocdatypuyeckoil Me3eHXMMaNbHON ONyXoan HeoOX0AMMA MarHUTHO-pe30HaHCHas Tomorpatus. 3TOT MeTOA
NO3BONAET UCCNEA0BATb CBA3b ONYXONM C NPUNETAIOWUMN TKAHAMY, @ TAKXKE BbIABUTb Hannyne kancynbl. MarHuTHo-pe3so-
HaHCHaA TepanuA Takke NOMoOraeT TOYHO ONpefeNnTb 30HY XMPYPruyecKoro BMelwaTenbCTBa. PagukansHoe ypanexue
OMyX0NW NPUBOAUT K HOPManU3aLnnM BUOXMMUYECKUX MOKa3aTesell KpOBN W MOYM B TeUEHMe HECKONbKUX Heaenb. Boc-
CTaHOB/NIEHME NNOTHOCTU KOCTHOW TKaHU W MbIWEYHOM GYHKLIMN NPOUCXOAMUT B TeYeHue 3—6 Mec nocsie onepauuu.
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Phosphaturic mesenchymal tumor inducing development of phosphopenic osteomalacia is manifested as deformations
and multiple fractures of the bones which decreases patients’ quality of life and leads to disability. Insufficient awareness
about this pathology among doctors and absence of symptoms allowing its diagnosis cause late diagnosis of the disease de-
spite application of up-to-date high-tech diagnostic methods. The optimal treatment of phosphaturic mesenchymal tumors
is radical resection. However, strong connection of the tumor with the surrounding tissues and, in many cases, absence of a cap-
sule or sclerosis (if located in the bones) complicate surgery leading to high recurrence rate. Radical resection of phosphaturic
mesenchymal tumors is especially complicated in cases of localization in complex anatomical areas of the lower limbs.

The disease is characterized by long timespan between first clinical signs, diagnosis, and start of treatment (some-
times, several years). Diagnosis confirmation and visualization of the details of phosphaturic mesenchymal tumor re-
quires magnetic resonance imaging. This method allows to examine connection between the tumor and surrounding
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tissues and the presence of a capsule. Magnetic resonance imaging also allows to accurately determine the area of surgical
intervention. Radical tumor resection leads to normalization of blood and urine biochemistry in the span of several
weeks. Restoration of bone density and muscle function requires 3-6 months after the operation.

Key words: oncogenic osteomalacia, osteoporosis, phosphaturic mesenchymal tumor

For citation: Bulycheva I.V., Rodionova S.S., Karpenko V.Yu. et al. Oncogenic osteomalacia/phosphaturic mesenchymal
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sarcomas, tumors of the skin 2022;14(1):48-54. (In Russ.). DOI: 10.17650/2782-3687-2022-14-1-48-54.

BeepeHue

Hawubonee yactoit npruMHON NapaHeoIuIaCTUIYeCKOro
CHHApPOMA, MHAYLIMPOBAHHON OITYXOJIbIO OCTEOMAJISIIINI
apisieTcst pocdaTyprdeckas Me3eHXUMaJIbHAs OITyXOJb
(®PMO), KOTOPYIO MPAKTUYECKN HEBO3MOKHO KITMHUUECKI
BU3yaJIM3UpOBaTh. boiee Toro, B psime cirydaeB ee TpyIHO
BBISIBUTD TaKe IIPU MCTIOIB30BAHNH COBPEMEHHBIX BBICOKO-
TEXHOJOTUIHBIX METOIOB 00C/ICIOBAHUS. DTO YBETUIMBA-
€T IIPOAOJDKUTEIBHOCTD TEUCHUS 3a00I€BaHIST Y TIPUBOIUAT
K Pa3BUTHUIO TSKEJIBIX OCJIOXHEHUI HO MOATBEPKICHUS
MarHO3a ¥ HavaJja IieJIeHapaBJIeHHOTO JICUCHMSI.

[lepBoe onucaHre MHAYLIMPOBAHHOM, VTN OITyXOJIe-
Boi1, octeomansaiuu npruHamiexxut R.A. McCance, KoTo-
po1ii B 1947 1. ynaman y 15-1eTHel malmeHTKA, CTpagaBIIeit
B TeUeHME 2 JIeT CKEJETHBIMU Ie(hOPMALIUSIMU U OOISIMU
B KOCTSIX M MBIIIIIAX, BACKYISIPU3NPOBAHHBIN (pparMeHT
OeIpeHHOI KOCTU ¢ TUTaHTCKUMU KieTtkamu [1]. Hekorto-
poe BpeMsI CITyCTsl y OOJIbHOI MCUYe3In ITpU3HaKK nedop-
Maluu ckejetra. Ha MoMeHT myOaMKaluuy cBoero HaoIo-
JIEHUsI aBTOP HE O0YCJIIOBIMBAI Pa3BUTUE OCTCOMATISIIIUN
HaJIMIMEM OITyXOJIir. BriepBbIe 0 B3aMMOCBSI3U KIIMHUYEC-
CKMX CUMIITOMOB, M3MEHEHUM B KOCTSIX U OITyXOJIM CO-
o6 B 1957 . A. Prader 1 coaBT. Ha IIpuMepe TUTaH-
TOKJIETOYHOI TpaHyJieMbl B pebpe [2]. B mocaenyiomem
ObUIO MPEACTaBIEHO MHOTO OMMCAHUI CXOXKMX COCTOSIHUIA.
Kak npaBuiio, Bo Bcex MyOaIMKalMsIX YIIOMUHAIUCh Me-
3eHXMMaJlbHasl IIPUpoaa HOBOOOpa30BaHUIA KOCTHOM TKa-
HU Y BBIPQXKEHHBIN COCYIUCTBIA KOMIIOHEHT B CTPYKTYpPE
onyxoyiu. B HacTosiiee BpeMsi pa3BuTHE 3a00JIeBaHUSI
CBSI3BIBAIOT ¢ MeTab0IM3MOM (pakTopa pocta pudpobia-
croB 23 (FGF23) [3-5].

06113 XapaKTepUCTUKA OHKOreHHOM

ocTteomMmansayuu

OHKOTeHHAas OCTCOMAJISIIINS SIBJIIETCS TIPUOOPETEeH-
HBIM TIapaHEeOIUIACTUYECKUM CHMHIPOMOM, CBSI3aHHBIM
C TIOBBIIIEHHOM MoTepeit hocdopa IMmoyKamMu, YTo UHIY-
mupoBaHo mytanueir FGF23. @ocdaTtypudeckas Me3eH-
XUMaJjibHasl OMyXoJib 00pa3yeT B OOJIbLIOM KOJUYECTBE
FGF23 u dpochartyprueckuii ropMOH, B HOpMe CUHTE3U -
pYIOIINiicS B KOCTHOI TKAHU U PETYJIUPYIOIINIA B (PU3MO-
JIOTUYECKUX YCIOBUAX MeTaboan3M ¢dpocdaToB, HO BBI-
3BIBAIOIINI PA3BUTUE PAA MATOJTOTUYECKUX U3MEHEHUI
B OpraHax, BKJII0Yasl OCTCOMAJISILIMIO (B CJIydae ero TUIep-
nponykuuun). M36siTouHoe ob6paszoBanue FGF23
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COIMPOBOXKAAETCS HapylIeHueM peabcopouuu ¢ocdaTtoB
B MMPOKCHMAJIbHBIX OTIEIaX IMOYSTHBIX KaHAJbIIEB, TOP-
MO3HUT CHHTE3 |o-TMAPOKCUIA3bl B IMOYKaX, BBI3BHIBACT
CHMKeHMe oOpa3oBaHuUsl D-ropMoHa 1 akTUBALIMIO pac-
najga mocjeaHero 3a cyeT 24-TUIAPOKCUIMPOBAHUS,
YTO TIPUBOIUT K Pa3BUTHIO TUITO(POoCchaTEMUIECKOI OCTEO-
Maysiuu. HapyieHne MuHepaau3aluy KOCTHOM TKaHU
COITPOBOKIAETCS MBIIIEYHOU CJIAa00CTHIO, MHOXECTBEH-
HBIMU TIepeIOMaMU 1 1ehOpMaLUIMU KOCTEIA.

OcreoMansaiys, Wik MeTaboJIMIeCKUI TIpoliecc He-
aIEeKBaTHOM MUHEPAIM3alM1 OCTEOUAA B 3PEJION KOCTH,
MOKET OBITh BbI3BaHA Pa3INMYHBIMU MpUIMHaMU. Ee BbI-
3bIBAIOT TUModocdareMUIecKuii paxuT (B TOM YMCIIe
X-3aBUCUMBIIT) 1 XpOHUYECKAs TTOYeUHAs] HEIOCTATOU-
HoCTh [6, 7]. Hanbosee penko BcTpedyaeTcss OHKOreHHast
octeomarsiius (M®O). YnaneHve onmyxoiau MPUBOAUT
K MCYE3HOBEHMIO CUMIITOMOB 3a00JieBaHMs1. B HacTosiiee
BpeMs ontrucaHo 6osee 1000 cirydyaeB OHKOT€HHOI OCTEO-
MaJISIIIAN.

HMHaynypoBaHHast OCTeOMAISILIAS B paBHOM CTEIIEHU
ropaxkaeT My>KUMH U >KEeHIIH cpeIHero Bo3pacTa. Hanbosee
XapaKTepPHBIM CUMIITOMOM JTaHHOM ITaTOJOTUU SBIISICTCS
0osb. [1pu pauTenbHOM TeueHUU Oe3 aeKBaTHOIO JISUESHUS
BO3HUMKAIOT MEPEIOMbI KOCTEU Pa3IMYHOMN JTOKAJIM3ALMM.
ITo naHHBIM J1TaGOPATOPHBIX UCCIEIOBAHUI OTMEUYAIOTCs
HOpMaJIbHBIC TIOKA3aTe/IN WM HE3HAYUTEIbHOE CHITKCHIE
YPOBHSI KaJIBLIMS 1 IIEJIOUHOM (hocaTas3bl B CBIBOPOTKE KPO-
BU, YMEHBILIEHUE cofepxKaHus 1,25-muruapokcuBuramuda D
B CBIBOPOTKE, BBIpaskeHHasI rurtoocdaTeMust, MOBBILLIEHUE
ypoBH# (pocopa B Moue. 3aMeCTUTeTbHAsT TepaIiisl BUTa-
muHOM D He nmaer addekra. YpoBeHb ITapaTUpeOuIHOTO
TOPMOHA MOXET ObITb MUHMMAJIbHO U3MEHEH. Bo MHOrmMx
CITydasiX OCTCOMAJISIIIVS BBISIBIISIETCS PAHBIIIE, YeM OITyXOJIe-
BBII ovar. Ee KoppeKimst ¢ ToMOIIbIo TPUMEHEHUSI TIpera-
patoB (ocopa HopMmanu3yeT runodochaTeMUIo 1 yTydIia-
€T COCTOSHME IaIlMeHTOB, OJHAKO yIaJeHHUE OITyXOJIH
nipu neyeHn PMO sBrsteTcst obs13aTeTbHBIM. Hepamykaib-
HOE yIaJeHHe OITyXOJIEBOTO y3/1a, KaK IIPaBWJIO, TIPUBOIUT
K IIOBTOPHOMY Pa3BUTHIO CUMITTOMOB.

Hwuxe nipencraBiieH KIMHUYECKUM ciydail, 1eMOH-
CTPUPYIOLINIA CI0KHOCTD marHocTukKu @PMO, nokanm3o-
BAHHOU B MATKMX TKaHSX HUXKHEW KOHEYHOCTU, a TaAKXKE
3(hGEKTUBHOCTb XUPYprudeckoro JedeHns. Kak nmpasuio,
OT HavaJIa KIIMHUIECKMX TTPOSIBJICHUI 3a00J1eBaHMSI 0 T10-
craHoBKM nuardHo3a ®MO nmpoxoauT HECKOIbKO JIET.
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Knunuueckoe HabniopeHune

Ilauuenmra, 32 1em, npedssiensina ycanobol Ha 601 6 2pyo-
HOM U NOSCHUYHOM OMOeAax NO360HOMHUKA, MA300e0pPeHHbIX
cyemasax, npagoti 201eHuU, 00Uy cAab0Cb, CHUMICEHUE POCIA,
deghopmayuro kocmeii ckenema. [lpu nepedsusxicenuu oHa HyJic-
danace 8 JONOAHUMENbHOLL onope (XO0VHKAX).

Anamnes. Boab, nepeoHauanbHo 603HUKWAS 8 ChUHE, NO-
saeunace 3a 13 aem do obpawenus ¢ Hauuonanovuoiii medu-
YUHCKULL UCCAe008aMeNbCKULL UeHMP MPa8MAmMon0uU U op-
moneduu um. H. H. Ilpuoposa Munzdpasa Poccuu. Toeda sce
NayueHmKa OMmmemuaa Hapacmarwyo crabocms, 3ampyo-
Henue npu xoovbe. Juaenosz nocmaenen He Ovia. Boavhas
Habarodanracs y Hegponoea. Cnycms 3 eoda 6 xo0e peHmeeHo-
epaguu nO36OHOUHUKA BbIABACHbL MHOJCECMBEeHHble deqhop-
mayuu mea no3gonkos. CocmosiHue pacyeHeHo KaK ocmeo-
nopos, ocaodcHenHwlil nepeaomamu. [locaedyrouwue 10 rem
nepuoduuecku, 6e3 onpedeseHHoOl cxembl, NAYUEHMKA NOAY-
uana npenapamol Katbuus, atsgakanvyudon, oucgocghornamet,
eumamun D . Ha ¢ore mepanuu ommeuana snu3o0bt vacmuy-
H020 peepecca 601€6020 CUHOPOMA U CAAOOCTNU 8 HUICHUX
KOHEUHOCMSIX, XOMs NPO00ANCANOCH CHUIICCHUE POCIA U Y6e-
auuuganacy depopmauyus epyduoil knemru. K 2019 2. pocm
cHuzuacs Ha 19cm, pazeunacs evipaxceHHas KUGomu4eckas
deghopmayus epyoHoeo omadena no3eoHouHuxka. Mz-3a 6oau
6 KOCIMAX U MblUeHHOU cA1ab0cmu NAUUeHmKa mo2aa nepe-
08U2AMBCS MOABKO € ROMOULBH) XOOYHK08.

[lo dannbim GuoXUMUHECK020 GHAAU3A KPOBU U MOUU O~
MeUeHO NOBblULeHUE YPOBHS Napameopmona kposu (205 ne/ma
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npu Hopme 0o 88 ne/ma), ymepeHHvle eunepKanbyuemus
(2,7 mMonv/n) u noswviuienue akmusHocmu weao4Holl gocga-
masot (179 Ed/a npu nopme do 150 Ed/n), pe3koe cHudicerue
ypoeus ghocghopa 6 kposu (0,32 mMonv/n) u undexca peabcopo-
yuu gocgpamos (43 %). Buipadicennas ghocghonenus 6 conemanuu
¢ MHOMCECMBEHHBIMU 0eqhopMAYyUIMU U nepesoMamu Kocmeil
CMana 0CHOBaHUeM 0451 ROCMAHOBKU OUACHO3A «hoconeHuYe-
CKasl OCMeOMANyUsl, OCAONCHEHHAS MHOMCCCTNBEHHbIMU Nepe-
AoMamu Kocmeli, mpemuyHblil eunepnapamupeos». Ilockoavky
CUMNMOMYL 30001€6aHUS NOABUAUCH 80 83POCAOM COCIOSHULU,
npexicoe 6ceco mpedoBanOCh UCKAHUNMD C6513b (POCHONEHUHMECKOLL
ocmeomansayuu ¢ PMO. JlanHble 00HOGOMOHHOT SIMUCCUOHHOT
KOMNbIOMEPHOU MOMOepaghu, COBMEUICHHOT C KOMIBIOMEPHOLL
momoepacgpueti, ¢ *" Tt-mexmpomudom nodmeepounu Haauuue
FGF23-cexpemupyrouiezo 06pazosanus 6 obnacmu eepxteil mpe-
mu npasoii eonenu (puc. 1).

a5t oyeHKu 3aUMOOMHOUEHUS: ONYXOAU U OKDYICAROUSUX
MKaHel 8bIN0AHEHA MACHUMHO-PE30HAHCHAS MOMOo2papusl
(MPT). Boisisaeno, umo @MO pazmepamu 104 x 43 x 35mum
DACNOAARAAACH 8 MENCOPY080M NPOCIPAHCIEE NPOKCUMANL-
HOo20 omdena eonenu u 3a0nem gacuyuanrvHom gpymaspe. He-
CMOMPsL HA MO, MO DOABLULASL YACMb ONYXO0AU NOKDbIMA KAN-
CyA0ll, 8 NPOKCUMANbHOM omdene ee 3a0HSS U MeOUaNbHAs
Nn0GepXHOCMU Mecmamu ObLAU HEPOBHbIMU U He UMeAU Kan-
Cyabl, UMO XAPAKMEPHO 05 UHPUALMPAMUBHO20 POCIA.
Ha 3nayumenvHom npomsjiceHuU OHA 0KA344aACh HAOMHO
cnasmna ¢ 6epyosvIMU KOCMAMU U KOHMAKMUPOBAAAd ¢ COCY-
Jucmo-HepeHbIMU CIMPYKMYPamu 201eHU (puc. 2).

Puc. 2. MazHumHo-pe3oHaHcHas momozpagus. Pocchamypuyeckas mMe3eHXUManbHAsA
onyxo/b 20/1eHuU: a — KopoHapHas npoekyus (T1W). Ommeyaromea nnomHsili KOHMakm
onyxonu ¢ Manobepyosoli KoCmblo, HeposHbili Kpal u omcymcmsue Kancyssl
8 NPOKCUMA/ILHOM 0mOesie No MeduanbHol nosepxHocmu; 6 — cazummanbHas NpoeKyus
(T2W FS). [llo 3a0Heli nosepxHocmu 8 NpoKcUMANbHOM omodese Kancyna onyxoau
He gu3yanuzupyemcs, kpali HeposHbIl; 8 — akcuaabHas npoekyus (STIR). Habawda-
fomcs NIOMHbIL KOHMAKM onyxoau ¢ 60/1bWebepyo8oll KOCMbIO U NpUeXaHue K co-
cyoucmo-HepsHbIM CMPYKMypam 207eHU

Fig. 2. Magnetic resonance imaging. Phosphaturic mesenchymal tumor of the calf: a — coronal
projection (T1W). A close contact between the tumor and the fibula, irregular margin and
absence of a capsule are visible in the proximal part of the medial surface;
6 - sagittal projection (T2W FS). On the posterior surface tumor capsule is not visualized,
irregular margin; 8 — axial projection (STIR). Close contact between the tumor and the tibia,
closeness to the vascular and neural structures of the calf are visualized

Puc. 1. Omyemnusas susyanusayus onyxonu 2ose-
HU Ha 00HO(OMOHHOU IMUCCUOHHOU KOMNblOMepHOL
momoepagpuu, cosmeLyeHHoU ¢ KomnblomepHoU mo-
mozpacgpued, ¢ *"Tc-mekmpomudom

Fig. 1. Distinct visualization of a calf tumor in single-
photon emission computed tomography combined
with computed tomography with *"Tc-technetium
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C yuemom dannvix MPT u ckaonnocmu @MO k peyudu-
6aM npu HAPYUWEHUU AOAACMUYHOCMU YOAleHUe ONYXOoau
npogoodunocy 6 OMOeAeHUU OHKOOPMONeoulu ONbIMHbIM XU-
pypeom. B xode onepayuu evisieneno, umo OMO na 3navu-
MEeAbHOM NPOMANCEHUU UHMUMHO NPUACICUM K NPOKCUMANb-
HblM omdenam 6epyosvlx Kocmeli. 3a0Huil 601buIedepy08bLil
cOCyOUCmo-HepeHblil NYHOK, CMEWEHHbLI ONYX01bI0, OKA3aA-
¢ UHMaKmeH u 0bla MOOUAU308AH, M020a KAK nepeoHue
bonvuuedepyosole U Manrobepyosvie cocyodvl Oblalu MecHO C8s-
3aHbI ¢ Hell, 4mo nompeb08ano ux nepesasKu U nepeceyeHus
eHe onyxonu. /s yoasenus @MO 6 npedenax 300posvix mxa-
Hell en-block evinoanena ceemenmapHas pezexkuus marodep-
Y0801l U Kpaesas pezeKuyus 0601buedepyoeoil Kocmeil 6 30He
NAOMHO20 KOHMaKkma ¢ onyxoavro. Takaice Ha Heil ocmaene-
Ha yacmp npuseNcawux Kk Kancyie mviuly. 3agepulena one-
payus 3nekmpokoazyasyueil a0dica onyxoau. I[locreonepayu-
OHHYLI NEpuod npomexan 6e3 0CA0NCHEHULl, PAHA 3aHCUIA
NEePBUUHBIM HAMSANCCHUEM.

Mopdonornueckoe uccnenoBaHune

Mopdoiornueckoe UCcaeaoBaHNe IPU OITyXOJIEBOM
OCTEOMAJISILIMY pa3HooOpasHo [8]. Pocdarypuyeckast Me-
3eHXMMaJbHasl OIyXOJb BCTpedyaeTcs KpaliHe pPeaKo.
Kax mipaBuiio, 3a060JieBaHNe AUArHOCTUPYETCS KaK ME3eH-
XUMaJIbHasI OIyX0JIb MHOM IIPUPOJBL: OCTeocapKoMa, Ie-
MaHTHUOIIEPUIIMTOMA, TUTAaHTOKJIETOUYHAs OITyXOJb
WM IpyTHe TIepBUYHbBIE KOCTHBIE ormyxonu. K Mmopdoiio-
ruyecknuM ocodbeHHocTsIM MO oTHOCSTCS pa3jIndHas
KJIETOYHOCTh, MUKCOMAaTO3 MaTPUKCa, BEPETCHOBUIHBII
KJIETOYHBIII KOMITOHEHT, TPyOOAMCIIEPCHBIN KaabLIMHO3,
JKMPOBBIE BKIIIOUEHMSI, COCYIUCTHIE (POKYCHI TeMaHTHOTIC-
PUIIUTAPHOTO CTPOCHUSI, MUKPOKHUCTHI, KDOBOU3IUSIHUS,
TPYIIIBI TUTAHTCKMX OCTEOKJIACTOB, HEYETKMIT 000I0K
occuduKauny no nepudepun; BO3MOXEH MaTpUKC TUTIA
ocreouna (puc. 3—8) [8]. [ToaTBepxKIeHNEe SKCIPECCUN
FGF23 xiletkamu onyxoJjin KpaiiHe BaXkKHO, TaK KaK 3TOT
0eJIOK UTpaeT KJII0YeBYIO POJIb B BRIMBIBAaHUM (ocdopa
IMOYKaMM ¥ Pa3BUTUU OCTCOMAJISIIIUN, KOTOPAsI SIBISIETCS
BEIYIINM CUMIITOMOM 3a00JICBaHUSI.

s moHMMaHMS MaTOTeHe3a OITyXOJIeBOM ocTeoMa-
JISIIIMY OYEHb BaXKHBI OIMMCAHUS CIyJaeB, IS KOTOPBIX
XapaKTepHBI MOp(OJorudyecKasi KapTuHa UISHTUIHBIX
W3MEHEHHUI B OIYXOJIM U OTCYTCTBHE IIPU3HAKOB OCTEO-
Manstuu uin pocdarypuu. [To-BunmMomy, He Bee AeTa-
11 natoreHe3a @MO usBecTHbl. HakaminBaemblii Kiin-
HUYECKUI MaTepuall, 0e3yCI0BHO, TIOMOXET IPOSICHUTD
stoT Bompoc [9, 10].

HeobxonumMo yrounuts, yto ®MO mHOrIa rmposiiis-
eT ce0s Kak 3JIoKadyecTBeHHasl capkoMa. Kak mpasuiio,
IIpY 10OPOKAYECTBEHHOM IIPOIIeCcCe KISTKH OIyXOIU MMe-
0T CJIETKA BBITSHYTYIO (DOPMY, MOTYT OBITh 3Be309aThIMU
WIX OBOMTHBIMU. [Ipr 3TOM Bce KIETOYHBIC 2JIEMEHTHI
00J1a1a10T OMHOTUITHBIMU MEJIKUMU SiIpaMu 03 BhIpaXKeH-
HBIX SIAPBIIICK YUIM IIPU3HAKOB IIUTOJIOTUICCKOM aTUTTNH.
I[To mepe HapacTaHUSI KJIETOYHOCTU, H3MEHEHUS
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REAL CLINICAL CASES

Puc. 3. ocpamypuyeckas meseHxuManbHas onyxons. [ucmonoauye-
cKuli npenapam. Bbicokas Knemo4yHocms, Hanuyue OKpyablx KNemoK
C KDYNHbIMU PA3HOKAAUBEPHBIMU NOSU20HATbHBIMU AOPAMU, 20MO2eH-
HO020 303UHOPUNBHO20 MEXXYMOYHO20 Bewecmad, eOUHUYHbIX MUMO-
308. OKpacKa eeMamoKcUAUHOM U 303UHoM. X200

Fig. 3. Phosphaturic mesenchymal tumor. Histological specimen. High
cellularity, presence of rounded cells with large heterogenous
polygonal nuclei, homogenous eosinophilic interstitium, individual
mitoses. Hematoxylin and eosin staining. X200

Puc. 4. ochamypuyeckas me3eHxumanbHas onyxons. [ucmonozuye-
ckul npenapam. Manas KnemoyHocmb, peoKO pACNONOKeHHble
8 XOHOPOUOHOM MampuKce 0BOUOHbIe 0OHOMUNHbIE KemKU, 2py6o-
oucnepcHoe omioxeHue Kanbyus ¢ ecmoHYamsiMu Kpasmu, omoess-
Hble XOHOPOUOHbIe IaKyHAPHble cmpykmypbl. OKPAcKa 2eMamoKcuu-
HOM U 303uHOoM. X100

Fig. 4. Phosphaturic mesenchymal tumor. Microsection. Low cellularity,
widely-spaced ovoid uniform cells in chondroid matrix, coarsely
dispersed calcium deposits with scalloped margins, solitary chondroid
lacunar structures. Hematoxylin and eosin staining. X100

SIIePHO-IIUTOIIA3MAaTHYECKOTO COOTHOIIICHYSI I MUTOTH -
yeckoit aktuBHOCTH (<1/10 mipu x400), monuMopdusma
SIIep U TUTIEPXPOMUM OITYXOJIb IIPHUOOpeTaeT MOp(hOIOTH-
yecKkue 0co0eHHOCTH HenuddepeHIMPOBaHHOM BepeTe-
HOKJIETOYHOM CapKOMBI.
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Puc. 5. ocpamypuyeckas me3eHxuManbHas onyxons. [ucmonozuye-
ckuli npenapam. [py6oducnepcHblii KabUUHO3 NpU onyxo/1esoli ocmeo-
manayuu. OKpacka 2emMamoKCUNUHOM U 303uHomM. X200

Fig. 5. Phosphaturic mesenchymal tumor. Microsection. Coarsely
dispersed calcinosis in tumor osteomalacia. Hematoxylin and eosin
staining. X200

Puc. 6. Pocchamypudeckas me3eHxumanbHas onyxons. [ucmonoaudec-
Kuli npenapam. Manoknemo4Hocmb CMpOoMbl, NbiNeBUOHbIL ducnepc-
HbIU KanbYUHO3, €0UHUYHbIE OCMEOKIACMbl, 20MO2eHHbIl XOHOPOUd-
HbIl MaMPUKC, xapakmepHsie cocyoucmsie cmpykmypsl. OKkpacka
2emMamoKCUIUHOM U 303UHOM. X100

Fig. 6. Phosphaturic mesenchymal tumor. Histological specimen. Low
stromal cellularity, dust-like disperse calcinosis, individual osteoclasts,
homogenous chondroid matrix, distinctive vascular structures.
Hematoxylin and eosin staining. x100

Marpukc npu ®MO umeer ocobeHHOCTU. B THIMY-
HBIX CJIy4asiX 3TO MUKCOUIHBIN WA XOHAPOUIHBIA 303U -
HOMUIIBHBIN CyOCTPaT, KOTOPBIH MOABEPraeTCsl TMATMHO-
3y C IEPOXOBATHIM KATBIIUHO30M, YTO SIBJISIETCS] BaSKHBIM
JIMATHOCTUYECKUM KpuTeprueM. MUKPOKUCTHI TPU JTaHHOM
MaTOJIOTUU TaKXe MMEIOT XapaKTepHble OCOOEHHOCTH.
HHorna onu npeacTaBistioT COOOM 1IETN WU CTPYKTYPhI
TUTIA aHEBPU3MAJIBHON KUCTHI C KOCTEOOpa3oBaHUEM,
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Puc. 7. ocpamypuyeckas me3eHxuManbHas onyxons. [ucmonoauye-
cKkuli npenapam. Mesikue sepemeHoBUOHbIE KemKU 6e3 BbIPaXKeHHbIX
Mopgonoeuyeckux ocobeHHocmed, MUKCOUOHbIU UNU XOHOPOUOHbIL
Mampukc, eduHu4Hble ocmeokaacmesl. Mukponpenapam. Okpacka e-
MAMOKCUMUHOM U 303UHOM. X100

Fig. 7. Phosphaturic mesenchymal tumor. Histological specimen.
Small spindle-like cells without distinct morphological characteristics,
myxoid and chondroid matrix, rare osteoclasts. Microsection.
Hematoxylin and eosin staining. x100

Puc. 8. ®occhamypuyeckas mezeHxumanbHas onyxons. [ucmonoauye-
ckuli npenapam. lMpu 6onbLem ysenuyeHuU He ydaemcs YcmaHosuUMmMb
0CO6eHHOCMU CMPOeHUs KNemoK, OHU MesKue, 0BOUOHbIe UU Bbi-
msaHymsie, c80600HO pacnonaeaiomcs 8 mampukce. Okpacka eema-
MOKCUIUHOM U 303UHOM. X200

Fig. 8. Phosphaturic mesenchymal tumor. Histological specimen.
Higher magnification does not allow to distinguish cell characteristics:
cells are small, ovoid, and elongated, dispersed throughout the matrix.
Hematoxylin and eosin staining. <200

uHoraa — cocynuctbie monoctu. [Ipoxykius ocrteouna
MpaBOMEpPHA U He JOKHA CMYIIATh MATOJIOra, IOCKOJIbKY
OKPYKaIolINe KJIETKU U CTPYKTYPbl UMEIOT TIPU3HAKU,
XapaKTepHbIE 7151 JOOPOKaYeCTBEeHHBIX oryxoeil. K mop-
onornuecknm ocobeHHoCTSIM cTpoeHust DM O oTHOCST-
Csl TaKXe HaJW4yMe TUTAHTCKUX KJIETOK U COCYIUCTBIX

2022 | Tom14 Volume 14 | Ne1 Issuel



ctpykryp [11, 12]. OnyxoneBast ocTeoMaIsIius, acCOLM-
HMpOBaHHas ¢ HelipodnbpoMaTo3oM 1-ro THIa, CHHIPOMOM
MaxkKriona—On6paiita—bpaiilieBa njm cMHIPOMOM 3IH-
JiepMaJbHBIX HEBYCOB, He oTHOCUTCSI K DMO u aBisieTcs
CcaMOCTOSITeNIbHBIM 3a0osieBaHueM |13, 14]. ITo-tipexxHemy
CYMTAETCsI, YTO IIPeodIagacT CMEIIAHHbIM COeAUHUTE/Ib-
HOTKaHHbII BapuaHT cTpoeHnss ®MO (mo 90 %), onucaH-
Herii B 1987 . N. Weidner u D. Santa Cruz [14].

3aknioueHue

PacnoznaBanne ®MO sBisieTcsl CIOXKHOI M MHOTO-
rpaHHoii 3agayeii. [IpucrajibHOe BHUMaHUE K TpodJiemMe
Y HAKOIUICHHBIN KJIMHUYECKUI MaTepra IIOMOTYT OTJIN-
YUTH OITyXOJIEBYIO OCTEOMAJISILINIO OT APYTUX ME3CHXUMAITb-
HBIX HOBOOOpa3oBaHuii. M3yuenue metadbommsma FGF23,

KYHCTKAMEPA |

0e3yCcJIOBHO, MPUBEAET K 0ojiee MNIyOOKOMY IMTOHUMAaHUIO
po0JIeMbI M YCKOPUT pa3pabOoTKy NePCOHATU3UPOBAHHOMN
Tepanuy MaleHTOB C ayTOCOMHO-TOMUHAHTHBIMU 1 CBSI-
3aHHBIMU ¢ X-XpOMOCOMOoIi hopMamMu rurtopocdarypuye-
ckoro paxuTta, a Takxke ¢ ®MO. [Iing @PMO B OOIBITMHCTBE
CJIy4aeB XapaKTePHbI CMEILIAHHBIA COENMHUTEIbHOTKAHHBIA
BapUaHT cTpoeHUsl. BripaxkeHHast BapruabebHOCTb 9KC-
MPECCUM PA3ITMIHBIX UMMYHOTHCTOXUMMUYECKIX MapKePOB,
3a uckmouenneM FGF23, ycnoxnsieT nnpdepeHInaIbHyI0
IMarHOCTUKY. J11st moOpokadecTBeHHbIX BapuaHToB PMO
XapaKTepHa JOKaJIM3allnsl B MSATKUX TKaHsX. [1pu momkox-
HOM PacIOJIOXKEHUHU OITyXOJIM HaOII0Ial0TCs He3aXKMBao-
1u1e paHsbl. s yiydiieHus mporio3a 3a00ojieBaHus U J10-
CTVKEHUSI HAWJIYYIIEro KadyecTBa KM3HHU ITallMCHTOB
HEOOXOIMMO paguKaIbHOE YIaJICHUE OITyXOJIH.
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