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ITepBoe onncanue WHIYNMPOBAHHOM WM TAaK HA3BIBAEMOI OIyX0J1eB0ii ocTeoMasiuun npunaiexut McCance, KOTOpbIit
B 1947 r. ynaaua y 15-y1eTHeii nanmMeHTKH, CTPaAaBiIeid B TedeHne 2 JIeT CKeJIeTHbIMU 1e()opManusIMU M DOJISIMH B KOCTSX
¥ MBIIIIAX, BACKY/ISIPU3MPOBAHHBII hparMeHT OepeHHoii KocTH ¢ ruranTcKumu Kietkamu [1]. Hekoropoe Bpems ciycrs y
NaNMEeHTKH ucye3nu npusHaku nedopmanuu ckeyiera. Omacanne McCance cuuTaeTcs nepBbiM YIOMHHAHUEM OIYXOJIEBOT
0CTEOMAJISIIIUM B MUPOBOI JIUTEPATyPe, TeM He MeHee, HA MOMEHT MyOJIMKAMH CBOEro HAOJII0JIeH!s, AaBTOP He CBS3bIBAJ
Pa3BUTHE OCTEOMAJISIIIMH C OMYX0JIbI0. BriepBbie B3aUMOCBSI3b KIIMHUYECKMX CHMIITOMOB C M3MEHEHUSIMU B KOCTSIX U OMYXO0-
Jb10 3aMeT1 Prader B 1957 1. Ha npuMepe «rMraHTOKJIETOYHO# rpaHyJeMbl» B pedpe [5]. [Tocieayomue onucanus CX0XKUX
COCTOSIHUIT OMUCAHDbI B IIMPOKOM IHANa30He ¢ PA3INYHbIMU HA3BAHUSAMM U XapakTepucTukamu. OIHAKO, KaK MPaBUIIO, BO
BCEX MyOJMKANKSX YIIOMHUHAJIACH ME3eHXUMAIbHASI IPHPO/IA ONUCHIBAEMBIX HOBOOOPA30BAHMI KOCTHOI TKAHH U BbIPAXKEHHBIi
COCYIMCTbIii KOMIIOHEHT B CTPYKTYpe omyxo.u [3]. B HacTosiee Bpems pa3sutue 3a001eBaHUs CBA3BIBAIOT C META00IU3MOM

tdakropa FGF-23 [2, 7, 8].

O0mas xapakTepucTHKa

OHKOTreHHast OCTeOMAJISILIUS SIBJISIETCS TPUOOPETEH-
HBIM TapaHeoIIaCTUYECKUM CUHAPOMOM, CBSI3aHHBIM
C MOBBIIIEHHOM TToTepeit pochopa MoYKaMu, 4YTO UH-
IyLMPOBaHO MyTaLuei ¢pudpodisacTuyeckoro pakropa
pocta-23 unu FGF-23 (puc. 1).

OcTteomMalsiums, UM METa0OJIMUYECKUI TIpolLiece
HeaJleKBaTHOM MUHEpaau3aluu OCTEOUA B 3pEJIOi
KOCTHU, MOXET ObITh BbI3BaHA PA3IMYHBIMU IPUIMHAMU.
K ocTeoMansiiiuu npuBoasT rurnodocdareMuyecKuin
paxuT, X-3aBUCHUMBII runogocdareMuyecKuii paxur,
XpOHMYECKasI ToYeyHast HeA0CTaTOYHOCTE |5, 6]. Camoii
peakoii (hopMoit ocTeOMaISILIUU SIBJISIETCSI OHKOTEHHasI
ocTeoMaIsilusl (Me3eHXxuMasbHas docdaTypuyeckas
OITyX0JIb), IIPY KOTOPOI yaaJeH1e OITyXOJIU IIPUBOIUT K
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Puc. 1. Cxema pa3BuTHSI OHKOTE€HHOI 0CTEOMASIUAN

MCYE3HOBEHUIO CUMIITOMOB 3a0oJjieBaHus. B HacTos11ee
BpeMs1 onrcaHo 6osee 100 cayyaeB OHKOT@HHOM OCcTe-
OMaJISILIM, KaK MPaBWIO, B JIMTEPAType BCTPEYAIOTCS
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OITMCAaHUs OTIETbHBIX CITyJaeB MJIM HEOOIBIINX TPYTIIT
mauueHToB [4].

HMupyuypoBaHHasT OCTEOMAJISIIIUSI B PaBHOM CTerIe-
HU TIopakaeT MY>KYMH M KeHIIWH CPEeIHEro BO3pacrTa.
HauGonee xapakTepHBIM CUMITTOMOM SIBJISIETCST GOJTb,
CBsI3aHHas ¢ ocTeoMalrstieii. [1pu IuTeTbHOM Tede-
HUU 0e3 aleKBaTHOTO JICUCHHST BOZHUKAIOT TIePeIOMBI
KOCTeM pasnuyHOM JloKanu3anuu. JlabopaTopHbie
IMoKa3aTeJ I XapaKTepU3ylTcs HOPMaJIbHBIM WU
HE3HAYUTEJbHO CHIKEHHBIM YPOBHEM KabIUs, a
TakKe U IIeJIOUHON (ocdaTasbl B CHIBOPOTKE KPOBH,
CHIDKEHUEM CBIBOPOTOYHOTO CoAepsKaHus 1,25-1urn-
IpokcuBUTaMuHa D, BeIpaxkeHHOM ruttodochareMueit,
MOBBIIIEHUEM YPOBHS hochopa B Moue. 3aMeCTUTEIb-
Has Teparnus BuTaMuHoM D ocraercs 0e3 addexra.
YpoBHM apaTUPEONITHOTO TOPMOHA MOTYT OBITH MUHH -
MaJIbHO M3MEHEeHBI. Bo MHOTHX CITyJasix 0CTeOMAaITSIIINST
pacITo3HAETCST paHbIIle, YeM BBISIBIISIETCS OITyXOJIEBEIN
ouar. Koppekist ocTeoMasIiuy TpuMeHEeHUEM TIpe-
napaToB (pocdopa HopMaau3yeT rurtodpochaTeMuIo U
yIy4IIaeT COCTOSTHUE TTallieHTOB, OJHAKO yaaJieHue
OITYXOJI SIBIISIETCST 00sI3aTeIEHBIM B JIedeHUH (pocdaTy-
pUYecKoi Me3eHXMMaTbHO ormyxoin. HepanukanbpHoe
yIaJeHre OIyXO0JIEBOTO y3J1a, KaK MPaBujIo, TPUBOIUT
K [IOBTOPHOMY Pa3BUTHIO CUMITTOMOB.

PenTreHosornyeckas KapTHHA

PenTtrenosornyeckas KaTpruHa BKJIIOYaeT IIUPO-
KMI CIIEKTP U3MEHEHUI, OJJHAKO JJIS1 BCEX MallMeHTOB
XapaKTepHbI OCTeOMAaJISILIMS 1 TIepeIoOMbl KOCTel pas-
JIMYHOM JloKanu3aluu (puc. 2—7).

Mopdonoruyeckoe uccjenoBaHne

Mopdoiiornueckoe ncciieqoBaHne HaudoJjee NHTe-
pecHo 1 pa3HooOpa3Ho [4]. Me3enxumainbHas pocda-
TypHUuecKasi OIyXoJIb BCTPEYaeTCsT KpailHe peKo, KaK
MpaBujIo, 3a00JIeBaHNE TUATHOCTUPYETCS KaK ME3eH-
XUMaJlbHas OIyX0JIb MHOM MPUPOALI: OCTEO0CapKOMa,
reMaHTUOIEPULIUTOMA, TUTAHTOKJIECTOYHAS OITyXOJb

Puc. 2, 3. Ilammentka N., 35 jer, ¢ mepejioMaMu IeeK 00eHx
oenepHbix Kocteil. HoBooOpaszoBanue B MeTaauaguse oexpeHHoi
KOCTH HM€€eT HeYeTKHE KOHTYPbI, 3HAYHTEIbHYIO MPOTSKEHHOCTD [0
JUIMHHAKY KOCTH. PeHTreHorpamma, npsiMasi i 60KoBast IPOEeKIHM

Puc. 4, 5. ITanuentka N. {uddysHoe nopaxkenne Kocreii cKejera,
KapTHHA 0CTEOMAJISINH, MIEPEIOMbI OeIPEHHBIX KOCTEl B 001aCTH
meiiku. KT

Puc. 6, 7. KT Bcero ckenera. Iucddy3sHoe nopaxkenue Kocrei
PA3JIMYHBIX JIOKATM3ALMI

WJIM TIpOYMe IMePBUYHBIE KOCTHBIE OITyX0yu. MopdoJio-
ruyeckasi KapTrHa BKJII0YaeT pa3InuHYIO KJI€TOYHOCTD,
MUKCOMATO3 MaTPUKCA, BEPETCHOBUIHbBIN KJI€TOUYHBII
KOMIIOHEHT, TpYOOIUCIIEPCHBIN KaJIbIIMHO3, KUPOBbIE
BKJIIOUEHMUSI, COCYAUCTbIE (POKYChI reMaHTUOTEepULIA-
TapHOTO CTPOEHUSI, MUKPOKHUCTbI, KPOBOUBUSHUS,
TPYIIbl TMTAHTCKUX OCTEOKJIACTOB, HEYETKUI 00010K
occupuKkauuy mo nepudepun, BO3MOXKEH MaTPUKC
tua ocreouna (puc. 8—18). [loarBepxneHue akcopec-
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CapKoMbI KocTeit

Puc. 8. ®okyc omyxou ¢ BHICOKOi KJIETOYHOCTHIO, OKPYLILIMH
KJI€TKAMH C KPYNHBIMH PAa3HOKAJMOEPHBIMH MOTUIOHAJLHBIMH
SIIPAMH, TOMOTEHHBIM 303UHO(DUIBHBIM MEKYTOUYHBIM BEIIECTBOM.
Murto3s1 enuamunbie. Mukponpenapar. OKpacka reMaTOKCHIMHOM
1 303MHOM. YB. x200

Puc. 9. MeHbInas KJI€TOYHOCTD, MPe0s.IaAaHie OKPYIIBIX MM
OBAJIbHBIX s17IeP, COCYAUCTbIE U KHCTO3HbIE CTPYKTYPbI, FOMOT€HHbIi
MaTtpHKkc. MEKponpenapar, OKpacka reMaTOKCHJIMHOM U 903UHOM.
VB. x100

Puc. 10. ITpu Goabinem yBeJuueHHH BUAHbI OJIMTOHAJIbHbIE KIETKH,
3aKJII0YeHHbIe B 903UHO(HIbHBINA roMorenHblii MaTpukc. Hecmotpsa
HA BbIPAKEHHDIIi KJIETOYHbII TOTMMOpP(dI3M, MUTOTHYECKHE (hurypsl
BCTpeyaloTcs Kpaiine peako. Mukponpenapar. OKpacKka reMaTok-
CHJIMHOM Y 303MHOM. YB. x400

Puc. 11. Xapakrepnasa nnsa docdarypudeckoii Me3eHXMMAJIbHOM
onyxoJu Mop(hosiormyeckasi KApTHHA: MAJIasi KIETOYHOCTb, PEIKO
PACHOJIOKEeHHbIE B XOHIPOUIHOM MATPUKCE OBOM/THBIE OTHOTUIHbIE
KJIETKH, TPyOOIMCIIepCHOE OTIIOKEHHe KaJbiusi ¢ (heCTOHYATHIMH
KPasiMH, OTIe/IbHbIe XOHIPOHIHbIE JAKyHAPHbIE CTPYKTYPbI. Mu-
Kponpenapat. OKpacka reMaTOKCHJIMHOM M 3031HOM. YB. x100

Puc. 12. TpyGoaucnepcHblii KaIbIUHO3 ABISAETCS BAXKHBIM MOP-
(oornyeckuM NMPU3HAKOM NMPH ONMYXOJIEBOI 0CTEOMAJISAIMHU.
Muxkponpenapat. OKpacka reMaTOKCHJIAHOM M 303HHOM. YB. X200

Puc. 13. /lanHoe moJie 3peHHs] MOYEPKUBAET MAJIOKJIETOYHOCTD
CTPOMBI, MbUIEBHIHBIA JUCTIEPCHBINA KAJbIUHO3, BCTPEYAIOTCS
eJIMHNYHbIE OCTEOKJIACTbI, TOMOTEHHBI XOHAPOUIHBIN MATPHKC,
cocyaucTbie CTPYKTYpbl. Mukponpenapar. OKpacka reMaToKcH-
JIMHOM M 3031HOM. YB. x100
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Puc. 14. XapakrepHoe 00bI3BeCTB/IEHHE, MEJIKHE KAMMLIAPHbIE
nposgepaTb, ONHOTHIIHbIE OBOMIHbIE H BEPETETOBU/IHbIE KIETKH
0e3 sinepHoii atuniu. Mukponpenapat. OKpacka reMaTOKCHJIMHOM
1 303uHOM. YB. x100

Puc. 15. B cTpykType omyxo.i BCTPEYAHOTCS TATAHTCKUE KJIETKH,
cocyaucTbie 30Hbl. MaTpPHKC C IEPOXOBATHIM, TPYObIM KAJbLHHO-
30M SIBJISIeTCS BUBMTHOI KapTO4YKOii Me3eHxumaibHoi docdary-
pudeckoii omyxoun. Mukponpenapar. OKpacka reMaTOKCHJINHOM
1 303MHOM. YB. x200

Puc. 16. Meakue BepeTeHOBHIHbIE KJIETKH 0€3 BbIPAXKEHHbIX
MOP(0JIOrHIECKHX 0COOEHHOCTEll, MUKCOWIHBII WM XOHIPOWIHBII
MATPHKC, eIMHHYHbIE OCTeoKJacThl. Mukponpenapat. Okpacka
reMaTOKCHJIMHOM U 303UHOM. YB. x100

Puc. 17. Ilpu GosbiieM yBeIMYEHHH MO-TIpEKHEMY He yaaercs
YCTAHOBHTH OCOOEHHOCTEN B CTPOEHHH KJIETOK, OHU MEJIKHE, OBO-
WIHbIE WIH BBITSHYTbIe, CBOOOIHO PACHOJIATAIOTCS B MaTPHKCe.
Mukponpenapar. OKpacka reMaTOKCHIMHOM U 303HHOM. YB. X200

Puc. 18. ®parmeHTsl aMOPHOro MATPUKCA C PEIKO PACTIOIOKEH-
HbIMHM B HeM KJIeTKaMu 0e3 NPU3HAKOB siepHoii atunuu. [Tyyku
BEPETEHOBUIHBIX U OBOMIHBIX KIIETOK, €IMHUYHbIE TMTAHTCKHE
KJIETKH, XapaKkTepu3ylomue Kiaccuyeckyio MopdoJornyecKyo
KapTHHY Me3eHXuMaIbHO# (ocharypudeckoii omyxonu. Mukpo-
npenapat. OKpacKka reMaTOKCHJIMHOM M 303UHOM. YB. x200

cum pubpobaacTuueckoro pakTopa pocTta-23 KIeTKaMu
OIyXOJIM KpaifHe BaxKHO, TaK KaK 3TOT O€JIOK Mrpaetr
KJII0YEBYIO POJIb B BBIMBIBAaHMU (pochopa mouykamu 1
Pa3BUTUN OCTEOMAJISILIMI, KOTOPAS SIBJISIETCS BEAYIITUM
CHMIITOMOM 3a00JieBaHUsI.

BaxxHbIM (pakTOM B MOHMMAaHUU TaTOreHe3a OIy-
XOJIEBOI OCTEOMAJISILINK SIBJISIETCS] ONMCAHUEe CIyyaeB
¢ MOP(}OJIOrMYeCcKOil PTUHON MIEHTUYHBIX U3MEHEHU I
B OIYXOJIM U OTCYTCTBUEM MPU3HAKOB OCTEOMAISILIUN
i pocdarypun [4]. [To-BuaguMoOMy, He Bce AeTaau
natoreHesa Me3eHXMMalbHOU (hochaTypuueckoit
OITyXOJIM U3BECTHBI, HaKAIIMBACMbIli KIMHUYECKUI
Marepuaj, 6e3ycI0BHO, OKOHYATEJbHO MPOJLET CBET
Ha coxpsiHsIrolecs oenble niaTHa [9, 10].

3akiouyeHue

Heo6xonuMo yTOUYHUTH, YTO ME3eHXMMasbHast
docdarypuyeckast omyxojb MOXET IPOSIBISITh ceOst
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Kak 3JI0KauecTBeHHasl capkoMa. Kak mpaBuiio, KjieTKu
OITyXOJIW TIPU JTOOPOKAYECTBEHHOM ITpOliecCe UMEIOT
cJierka BBITSHYTYIO (hhOpMY, MOTYT ObITh 3Be314aThIMU WU
OBOMIHBIMU, TIPY 3TOM BCE KJIETOUHBIE 2JIEMEHTHI 00J1a-
TTAIOT OMHOTUITHBIMU MEJIKUMMU SITPaMu 0€3 BEIPasKeHHBIX
SIIPBIIIEK WU TTPU3HAKOB LIMTOIOrMYeckoit atunuu. ITo
Mepe HapacTaHMSI KJIIETOYHOCTU UBMEHEHUSI SIIEPHO-1IU -
TOILIa3MaTUYECKOTO COOTHOIICHMS U MUTOTUYECKOM aK-
tuBHOCTH (<1/10 ripu yB. x400), moauMopdusma siaep v
TUIepXpOMUU MOP(OJIOrMuecKasi KApTHHA CIBUTAETCS B
cTOpoHy HenmphepeHITMPOBAHHON BEPETEHOKICTOUHOM
capkombl. Mopdonornyeckasi KapTuHa, Mpu KOTOpOi
Mpeo6J1aaaroT KJIETOYHbIE 30HbI C BBICOKUM SIIEPHO-111-
TOIUIa3MaTUYECKUM COOTHOIIIEHUEM U BBICOKOI MUTOTH-
YeCcKoi akTUBHOCTBIO (>5/10 nipu yB. x400), cpaBHUMA
10 CTPOEHMUIO ¢ (hrubpocapKomoit nian HeaudhepeHII-
POBAHHOI BEPETEHOKJIETOYHOM CAPKOMOM.

Matpukc npu Me3eHXUMaIbHOI (hochaTyprudecKoi
OIyXOJIM KpaiiHe XapakTepeH. B TUMUYHBIX cydasix
3TO MUKCOUIHBIN WJIN XOHAPOUIHBIN 203MHOMUIbHBIN
cyOCTpaT, KOTOPBIi MOABEePraeTcs rTMaaInHo3y C Iepo-
XOBAThIM KaJbLIMHO30M, YTO SIBJISIETCS CTOJIb BaXKHbBIM
MMAarHOCTUIECKNM KpuTepreM. MUKpPOKHCTHI TAKKeE Xa-
PaKTepHbI, MHOT/IA 3TO ILIEI1 WIU CTPYKTYPbI TUTIA aHEB-
PU3MaJIbHOM KUCTHI ¢ KOCTeOOpa3oBaHUEM, MHOTIA CO-
cyauctble osiocTu. ITpoaykius octeoraa npaBoMepHa
1 He JOJDKHA CMYIIATh MaTojIora, MTOCKOJbKY OKpyXa-
fo1111e KJIETKU U CTPYKTYPbl UMEIOT «100pOKaUYeCTBEH-
Hble» Npu3Haku. [IpUCyTCTBUE TMTAHTCKUX KJIETOK U
COCYAUCTBIX CTPYKPYP 3aBepllaeT psill XapaKTepHbIX
MOP(OJOTMYECKUX 0COOEHHOCTE! CTPOSHUSI ME3CHXM -
MaJibHOM ¢ocdarypruueckoit omyxonu. [To-nipexxHeMy
CUYMTAETCS, 4YTO MpeodagaeT CMEIIaHHbI COenMHU-
TeJTbHOTKAHHBIN BApUAHT CTPOSHMS ME3eHXUMATbHOM
docdarypuueckoil onmyxoyi, onucaHHbii B 1987 T.
Weidner u Santa Cruz [11]. DTo He BKJTIOYaET OITyXOJIe-
BYIO OCTEOMAJISILINIO, aCCOLIMUPOBAHHYIO ¢ HEMpohU-
o6pomMato3oM nepBoro tuma, McCune Albringt cunapo-
MOM WJIM CUHIAPOMOM 3IUAEPMaIbHBIX HEBYCOB [12].
Pacno3HaBanue Me3eHXMMaIbHON (hochaTypuuecKoi
OIYXOJIM BCErAa ABJISETCH CIOXKHOW U MHOTOTPAHHOM
3agaveii. YrioyojaeHHOe BHUMaHe K Tpo0ieMe U HaKO-
TJIEHHBIN KIMHUYECKUI MaTepuas MOMOTYT OTJIMYaTh
OITyXO0JIEBYIO OCTEOMASIIIMIO OT MHOXKECTBA MPOYUX
ME3eHXMMaJIbHBIX HOBOOOpa3oBaHuii. [IpomomkeHHbI
UHTEpeC K MeTabom3mMy udpobdiacTuueckoro pakto-
pa pocra 23 (FGF-23), 6e3ycinoBHO, IpuBeaeT K Ooiee
r1yOOKOMY TTOHUMMaHUIO TTpo0JIeMbl U YCKOPUT pa3pa-
0OTKY MepCOHATIM3MPOBAHHOM Teparu MPU ayTOCOMHO
JIOMUHAHTHBIX 1 CBSI3aHHBIX ¢ X-XpOMOCOMOI1 (hopMax
rurnodochaTypruIecKoro paxmura, a TakKe I cTydacB
Me3eHXUMaIbHOU (hochaTypruecKkoii OrmyXoJiu.

Nudopmanus 06 ncroynukax GuHAHCUPOBAHUS
DOuHaHCOBOM MOAIEPKKU B HACTOSIIIEH CTaThe HE OBLIO.
KondukT unrepecon

ABTOPBI 3asIBJISIOT 00 OTCYTCTBUY KOH(MJIMKTA UHTEPECOB.

YuacTue aBTOpoOB

» Konuenuus u nu3aiin ucciaegonsanust — M. B. byibruena.
Coop u obpaborka matepuana — WM.B. bynniuena,
O.I1. biuzHIOKOB.

* Cratuctuyeckasi oopadorka gaHHbix — FO.E. bykie-
MMUIIIEB.

» Hanucanue tekcra — U.B. Byibluesa.

» Penaktuposanue — O.E. Bykinemues.
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In 1947, McCance removed a tumor in a 15-year old girl who had experienced 2 years of bone and muscle pain, with weakness
and skeletal deformity. The lesion consisted of a degenerative osteoid tissue with giant cells that were well vascularized [1].
At that time, McCance did not put together clinical manifestations and skeletal changes. Several months later the patient
recovered from her symptoms. This case history is considered to be the first report of oncogenic osteomalacia. The first cor-
relation of clinical symptoms, osteomalacia and tumor deccribed Prader in 1957 based on the case of giant cell granuloma of
the rib [5]. Subsequently described lesions, although given a plethora of names, may be characterized as mostly vascular and
mesenchymal in nature [3]. It has been shown that mesenchymal tumors, associated with oncogenic osteomalacia overexpress
fibroblast growth factor-23, a recently described protein capable of inhibiting renal tubular epithelial phosphate transport.
This is now thought to be the mechanism underlying most cases of oncogenic osteomalacia [2, 7, 8].
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