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PE3KOME OnucaH cny4an pegKkon 3rioka4ecCTBeHHOM onyXxonu KocTten — capkombl KOunHra. NMpuBeaeHHbIW KITUHU-
YecKuMh criyyarh COOTBETCTBYET AaHHbIM Hay4YHOW NUTepaTypbl O BbICOKOW BbDKMBAEMOCTU GONIbHbIX C AaHHOW

narosiormev B COBpPEMEHHbIX yCInoBUAX.
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Capkoma HOuHra — pepgkasi 3rokayecTBeHHasi ony-
XOflb KOCTEW, COCTOsILast U3 MeNKMX 0AHO06pasHbIX
Kpyrnbix knetok [4]. OHa cocTaBnsdet 6-8% Bcex
NMEPBUYHBIX  3MOKAYECTBEHHBIX HOBOOOpa3oBaHWN
KOCTEMN, ycTynas no 4yactoTe MMeriome, OCTE0- N XOH-
Apocapkome. 3To BTopasi MO pacnpoCTpaHEeHHOCTH
capkoMa KOCTeW 1 MArKUX TKaHen y aeten. My>X4uHbl
3abonesatoT B 1,4 pasa valLle, YeM XeHLuHbl. Okoso
80% 3abornesBLmnx — nuua monoxe 20 neT, a NnukK 3a-
©oneBaeMoCT NPUXOANTCS Ha BTOPOE AecATUNeTUE
Xn3Hu. KpanHe pegko naTonorusi BCTpeyaeTtcsi noc-
ne 30 neT [1, 6]. PacnpocTpaHeHHOCTb Onyxonu cpe-
an peten coctasnseT 3,4 cnyvas Ha 1 MiH. Y 40%
BONbHbIX BbISIBNSETCA B3aVMOCBSA3b C MpeaLecTBy-
towiern TpaBmoi [2]. Onyxonb NpenmyLLECTBEHHO J10-
KanuayeTcs B gnadmsax n metagmadmsax OrIMHHbIX
Tpybuatbix kocTewn (begpeHHas — B 20,8% crnyyaes,
ManobepuoBasi — B 12,2%, nnedeBas u bonbluebep-
yoBas — B 10,6% kaxxgasi), HO MOXeT BCTpeYyaTbCs U B
KOCTSIX Ta3a, MO3BOHKax (YaLle NMosiCHUYHbIA OTAeN),

nonarkax, pebpax, koctax yepena u gp. [2, 3]. OTme-
YaeTcs 3aBMCMMOCTb MEXAY flokanuaawumen onyxonm
M HanuunMeM B KOCTM KPacCHOro KOCTHOro mMoasra. Tak,
ecnun capkoma HOuHra pasBuBaeTcsl B TPETbEM [Je-
CATUNETUM XU3HM UK NO3XKe, TO FloKanuayeTcs npe-
MMYLLIECTBEHHO B KOCTSIX Tasa M No3BOHKax [4].

KnuHnyeckn onyxonb nposiBnsgeTtcs 60onbi0 B Mecte
NaTosIorMYeckoro npolecca, PEMUTTUPYIOLLEN Nn-
xopagkon (go 38°C), aHemueln 1 NOBbILLEHNEM CKO-
poctn ocefaHus aputpountoB. OBHapyxeHne npu
onepaTtMBHOM BMelLATENbCTBE B KOCTHOMO3rOBOM
KaHane wnu cybnepuocTanbHO pacnagaroLencs
CEpO-XENTON MacCbl C THOEBUAHBLIM OTAENAEMbIM
B COYeTaHUM C HecneundUYecKMMn KIMHUYECKN-
MU cumnToMamu obycrnoBnmMBaeT HeobxoaMmoCTb
anddpepeHuyupoBatb capkomy HOUHra M rHOMHbIN
octreomuenut [1, 4, 5, 6]. OnarHocTtnka 3aTpyaHs-
€TCS BapyaTUBHOCTBIO BHELLHErO BMAa OMyXOrieBow
TKaHu 1 ocobeHHocTen pocTa. B onyxonesown TkaHu
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MOryT BCTpeYaTbCs KPOBOM3NUSAHMS U KucTbl. OHa
MOXET PacnpoCTPaHATLCSA MO KOCTHOMO3rOBbIM MPO-
CTpaHCcTBaM, He paspylias Tpabekyn, nnu gudays-
HO MH(PMNBLTPMPOBATE KOPTUKANBHYHO MAACTUHKY NPW
pacnpocTpaHeHUn Mo raBepcoBbLIM KaHanam, a Tak-
Xe ¢opmMupoBaTh y3ribl, B KOTOPbIX KOCTHast TKaHb
MOMHOCTLIO paspylleHa. Ho B 6onblIMHCTBE criyya-
€B ONnyxofb MEeHEeTPUpyeT HAZKOCTHULY W npopac-
TaeT B Msrkue Tkanu [4]. HecmoTps Ha OecTpyKkuuio
KOCTW, MaTonormyeckme nepenomsl BO3HUKAOT N1LLb
B 5% cnyyaeB [1]. PeHTreHonorn4yeckn BbiiBNAETCA
anddysHaa gectpykumsa koctu (Mo TUny «usbeaeH-
HOWM MOJbHO»), YTO YACTO COYEeTaeTCs C peakTUBHbLIM
CMNOVCTbIM YTOMLWEHNEM HAAKOCTHULbI (MO TUMY «Jy-
KOBMYHOW LWenyxu»). lMporpeccupyiowas oecTpyk-
LM KOCTHOW TKaHW XapaKTepusyeTcs MosiBNiEHVEM
PEHTrEHONOrMYECKOM KapTUHbI «MbINTbHBIX My3bIPer»
[4—6]. Hepeako peHTreHonormyeckne pasmepbl ony-
XONnM HEe COOTBETCTBYIOT €€ WCTMHHOMY OObeMy U
MOryT 6bITb MeHbLUe Hero [1]. B TouHoW oueHke pac-
NPOCTPAHEHHOCTW OMYyXOSN B KOCTU U MSITKUX TKaHSIX
nomoraeT MarHUTHO-pPe30HaHCHas U KOMMbOTepHas
Tomorpadus [6].

B 6onbLlunHCTBE Criy4aeB MUKPOCKOMUYECKM ONyX0slb
npegcraBfieHa TECHO PacnosioXXeHHbIMU, 0qHO06pa3s-
HbIMW KPYIIbIMW KneTkamun HebomnbLUnX pa3mepos, ¢
KpyrnbiM paBHOMEpPHO 6a3ounbHbIM S4POM, OKPY-
XEHHbIM TOHKMM oboakom 6refHO-303MHOUNBHON
untonnasmbel. Heyetkas O4YepYEHHOCTb KNETOYHbIX
uuTonnasmaTuMyeckmx MembpaH mectamu cosgaet
KapTUHy cvHUUTKS. Manoe Konm4ecTBo MUTO30B, Kak
N OTCYTCTBME MEXKIETOYHOro MaTpuKca, Hanunyune
LWNK-nonoXnTenbHbIX rpaHyn rfvMkoreHa B LUTO-
nrnasme OMyXOmneBbIX KNETOK ABNATCA OMArHOCTU-
YeCKM BaXKHbIMW 0COBeHHOCTAMM capkoMbl KOuHra [1,
4—6]. XoTs1 BO3MOXHbl CBOEOOpa3Hble BapuaHThbl, OT-
nuyatolmecs Gonbluer BblPpaXXeHHOCTbIO KNETOYHO-
ro nonumopdmnama, KpynHbIMWU OMyXOmneBbIMU KreT-
KaMu, YeTKO BblpaXKeHHbIM SAPbILLIKOM, OTCYyTCTBUEM
BHYTPUKMNETOYHOrO rNIMKOreHa 1 Hanninem BepeTe-
HOBWAHbIX KMETOK, PaCMOMNOXEHHbIX MNPEeUMYLLEeCT-
BEHHO B nepudepunyeckux otaenax onyxonum [1].

[na noctoBepHOW AMarHOCTUKM capkombl FOUHra Ha
COBPEMEHHOM 3Tane MCMonb3yTCs LMTOreHeTnyec-
KME U MMMyHoMorm4yeckue metogpl. [epBble BKIHO-
YyaloT onpefeneHne TpaHcnokauun t (11; 22) (q24;
g12) n Tvna cnmusHus ak3oHoB EWS/ETS (B 85% Tun
EWS/FLI1). Ko BTOpbIM OTHOCATCA onpegeneHne
Monekyn CD99 Ha membpaHax KIeTok, BbiiBNEHNE
BMMEHTUHA B UUTOMNNA3Me, a Takke oTpuuaTenbHble
nNpoBbl Ha uMTokepaTnH 1 S100. AneKTPOHHas MUKPO-
CKOMWs BbISBMSIET Hecneuuduryeckme KrnetovHble
YNbTPACTPYKTYpPbl, YTO No3BondaeT otauddepeHuu-
poBaTb CapKoMy OT HerpobracTtombl (Henpocekpe-
TOPHbIE rpaHysbl C MAOTHLIM LEHTPOM), KAPLUHOMbI
(NNOTHbIE KOHTAKTLI), pabgoMMocapkoMbl (Capkome-

pbl), NMMdoMbl (OTCyTCcTBME rnukoreHa) [5, 6]. Mpu
HeobXoAMMOCTY MOATBEPANTD HEOXKNAAHHBIN UMK He
COOTBETCTBYIOLUMI KINMHUYECKMM AaHHbIM pe3ynbTaT
peKkoMeHayeTCst MCNOMNb30BaTb HECKOMbKO AMarHoc-
THUYEeCKNX MeToaoB [6].

B nocrnegHwe rogbl NporHo3 A4ns naumMeHToB C Capko-
mMon KOuHra cran mMeHee NecCUMMUCTUYHBIM B CBSI3U
C NMPUMEHEHNEM HOBbIX KOMOVMHUPOBAHHbIX METOLOB
neveHus (XMMmMoTepanusa ¢ Niy4eBov Tepanmen n/mnm
onepaTMBHbLIM yaaneHueM onyxoneBon TkaHu) [4, 6].
MaTuneTHASA BbbKMBaAeMOCTb Bo3pocna ¢ 5 4o 41%, a
B HEKOTOPbIX crny4vasix n go 75% [4]. BaxHbiMu doak-
TOopaMu, BIIMSIOLLMMMN Ha NPOTHO3, SIBNSATCA CTagus,
aHaToMM4YecKasi nokanusauus u pasmepbl OMyxonu.
Capkombl C MeTacta3aMy Ha MOMEHT OUAarHOCTUKM
(B KOCTSIX, NErkux), TsHKENbIMUM CUCTEMHBLIMWU MpPO-
ABMNEHMAMN, pacnonaratwmnecs B NpoKCUMarbHbIX
YacTAX KOHEYHOCTEN UIM OCEBOW YacTu ckeneTa, a
TaKKe KpYMHbIX pa3MepoB MMEKT MSIOXOM NPOrHo3
[3, 5, 6]. MNMporHocTU4eckyto MHGOpMaLUo, NOMUMO
ONarHoCTMYEeCKoOW, Takke OaeT onpeaerneHue Tuna
cnuaHns ak3oHoB EWS/ETS. Cpeau onyxonen ¢ Tu-
nom cnusHua EWS/FLI1 Hanbonee 4acto BCTpeya-
€TCs TaK HasbiBaeMblin 1-I TUM CAnUsiHUSA reHoB (nNpu
KOoTOpoM 7-i 3k30H EWS cnunBaeTtcs ¢ 6-m FLI1). Co-
06LLaloT, YTO OH KOppenupyeT C Ny4YLwmnm NPorHo3om,
yeMm Apyrve, pexe BCTpevawLmecs TUMbl CINSHUA
[5, 6].

KNMHUYECKOE HABNIOAEHME

BonbHoOM 19 neT noctynun B TpaBMaTtosiornyeckoe
otaeneHne WMBaHoOBCKOro o0GnacTHoOro rocnutans
Ons BeTepaHoB BOWH 17 Hosibpst 2000 r. ¢ gnarHo-
30M: «3aKkpbITbli CybKanuTanbHbIN NepenomM NeBoro
6epnpa co cmelleHnem. boneBas crubaTtenbHasi KOH-
TpaKTypa NeBoro TasobepeHHOro cyctaBa.

[o nocTtynneHus oTmevan HapacTtawowme 6onu B
obnactn nesoro TasobeapeHHOro cycraBa B Teue-
Hue OByx MecsaueB. bes addekta nedmncsa B xu-
PYPrMYecKMX OTAENEHNSIX ABYX MOPOACKMX OOMbHMLL.
C 10 HosI6ps 2000 r. nepegBurancsa Ha KOCTbINSX.
TpaBmy oTpuuaeT. 15 Hosbpa 2000 r. npy pe3kom
OBWXEHMM NOYYBCTBOBAI pe3kyto 60Mb 1 HEBO3MOX-
HOCTb OMNOpbl HA KOHEYHOCTb.

B craumoHape BbinonHeHa uMMOBMnM3aums ne-
perioma CKeneTHblM BbITSXKeHneM. [1posBogmnunce
KOHCynbTauun TepanesTa, dTM3naTpa, remaronora
AN UCKNIOYeHUss nartonorvv. BbeinonHsanacb Kom-
nbloTepHasa Tomorpadums obnactn TaszobegpeHHoro
cycTaBa, Ha KOTopon obHapyXeH B NpOeKunn Lwen-
ku nesoro 6eapa y4acToOK MOHWXKEHHOW MNOTHOCTU
3,5 x 2,5 x 2 cM c npusHakamu paspyLUeHusi o Tuny
nuauca ronoBku 1 Wenkn 6egpa (puc. 1). 3akntove-
Hue: «[laTtonornyecknii nepenom Lenku nesoro 6ea-
pa BcreacTBue Ty6epKyrne3Horo unm OHKOMOrnyec-
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Puc. 1. ,D,eCprKTVIBHbIe N3MEHEHUA KOCTU NUTUYECKOro
TVNa B rofiIoBKE U LLEeNKe NeBoro 6ep,pa

Koro npouecca». 29 Hos6psa 2000 r. npou3BeneHa
NyHKLUMOHHas BGuoncms u3 naTonorMyeckoro oyara.
Ha ructonornyeckoe nccrniegoBaHne npyucnaHbl Men-
Kne KOCTHble oparMeHTbl. [[MCTONorMyeckoe 3akso-
yeHune: «dparmeHThbl ryéyaTon Koctn 6e3 NnpnsHakos
octeonusnca. B KOCTHOMO3roBbIX MOMOCTSX KapTu-
Ha gudpy3HOro Hekposa ¢ HeBOMbLUMM KONUYECT-
BOM OBIIOMKOB Sep M OCTPOBKaMMN COXPaHMBLLMXCS
TPYOHO A dEPEHLMPYEMBIX KITETOK B COCTOSIHUK
HeKkpobunosa. Ha dhoHe BblpaKEHHbIX HEKPOTUYECKINX
N3MEHEHUA KOCTHOrO MO3ra BbISBIISOTCSH €OUHNY-
HbI€ XNPOBbIE KNETKN. BblpaXkeHHble HEKpOTUYECKne
N3MEHEHNS He MO3BOMSAT JOCTOBEPHO Bepuduun-
poBaTb AuarHo3. Hemb3si MCKNIOYMTbE OMyXONeBYyHO
npupoady Hekposa». 26 aekabps 2000 r. BbinosiHe-
Ha onepauusi — pe3ekumsi NPOKCMManbHOro oTaena
Oeppa, sHOonpoTe3npoBaHne npote3om Cupawa. B
Xode onepaunv BbISIBIIEH odar gecTtpykummn 6egpa,
3arMofHeHHbIN TKaHblO TUna «pblbbero msica», B3AT
MaTepuan Ha T[MCTONOrMYecKkoe uccnegoBaHne B
Bnae parMeHToB MSArKOM CEpO-pO30BOM OTEYHOM
TKaHW 1 KyCOYKOB ryb4aTton KocTu obLmmmn pasmepa-
Mu 5 x 6 cm. PedynbTaTbl MHTpaonepauMoHHON Guo-
ncum: «3rokayecTBeHHas Onyxorb, 6onblue AaHHbIX
3a capkomy KOuHra». 'mcTtonormyeckoe 3akmnoyeHme:
«Capkoma KOuHra ¢ BblipaXeHHbIMW HEKPOTUYECKMMU
n3MeHeHusMmn» (puc. 2, 3).

B nocneonepauunoHHom nepuoge ¢ 3 aHBaps 2001 r.
oTMevanucb npusHaku renatuta. Y3W opraHos
OpHOLLIHOM MONOCTU BbISIBMITIO NMPU3HAKM MeTacTasoB
B NpaBOM MOYKE U MOAB3OOLWHbIX NUMAATUYECKNX
y3nax. BeinonHeHa nyHKUusa naxosbix nuMmdartumyec-
KMX y3noB, roe obHapyXeHbl CapkOMaTO3HbIEe KIeT-
Kn. WckniodeHa uHEKLMOHHaa npupoda renaturta,
0oBHapyXeHO yBenuMyeHne napaaopTanbHbIX JUM-
daTU4ECKMX Y3MOB C MEXaHWYeCKUM COaBrneHneMm
XXen4yeBbIBOAALLMNX NyTEN.

Puc. 2. O6wupHble o4yarm HEKPO30B OMyXONeBOW TKaHW
C npu3Hakamu octeonusa. Okpacka remMaToKCUITMHOM W
303MHOM. x 150

| %

Puc. 3. QuddysHoe paspactaHne MOHOMOPMHBIX MENKMX
N MOMNWUIrOHarnbHbIX OMYXOMEeBbIX KNETOK C rMnepxpomaro-
30om saep. Okpacka reMaToKCUNIMHOM 1 303UHOM. X 600

15 auBapsa 2001 r. naumeHT nepesefeH B XMMUO-
TepaneBTMYeckoe oTaeneHne o6nacTHOro OHKOMNOr-
Yeckoro gucnaHcepa ¢ gnarHosom: «Capkoma KOuH-
ra nesoro 6egpa IV ct. [NaTonornyeckun nepenom
werkn neeoro 6egpa. MeTacTtasbl npaBoW MOYKM,
neBbIX MaxoBblX, MOAB3AOLUHbBIX U NapaaopTanbHbIX
numdaTnyecknx yanos». B oHkomormyeckom puc-
naHcepe B siHBape 1M MapTe NpoBedeHO ABa Kypca
NoNMXMMMOTEPANUN OOKCOPYOULMHOM U LMKNodoc-
daHOM C MONOXUTENbHBIM 3OEKTOM.

Habniopganca y oHkonora 1 pa3 B roa. B TeueHne
nepsbIx 2 neT Obina ycraHoBneHa | rpynna nHeanua-
HOCTW, 3aTeM B TedeHune 1 roga — I, 3atem — I11. [Mpu
AMCnaHcepHOM OCMOTPE B MOSMUKITMHUKE OHKOMOru-
Yyeckoro aucnaHcepa B mapte 2009 r. peumavsa He
BbISIBIIEHO, UHBaANUOHOCTL CHATA. B HacTosLwee Bpe-
M5 paboTaeT No cneumnanbHOCTU — NeYaTHUKOM.
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lMpu oueHke npuBegeHHOro criyyas obpaluaroT Ha
cebs BHMMaHue HekoTopble 0cobeHHOCTN nokanusa-
LMN N KIMMHUYECKOrO TedeHus capkombl FOuHra. MNep-
BMYHBIN POCT OMyXonu B LWenke 6egpeHHOM KOCTu
N pas3BMTUE NaToONOrMYecKoro nepenomMa OTHOCHAT K
peakuM NposiBEHNsSM aHHOM capkombl. MeTtacTa-
3bl B MOYKM HE YNOMWHAKTCA B Hay4YHOW nutepaTy-
pe. HecMoTpsi Ha coveTaHne HebnaronpuaTHbIX Ans
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