© 2020 &by «HMUL, Oroun
uM. [iIMnTpus Porauesa»
Munsppasa Poccun

Moctynuna 27.04.2020
MpuHsaTa k neyatn 25.07.2020

KoHTakTHas nHcopmaumsa:

’KykoB Hukonait Bnagumuposuy,

A-p MeA. Hayk, npocheccop, 3aBeayioLLmin
OTLeSIOM MEXANCLMMIIMHAPHOM OHKOMOrn
Prey «HMULL ArON um. Amntpus
Porauesa» MuH3anpaa Poccuu,

NIOLEHT Kacheapbl OHKOMOrMK, FreMaTonornm
1 nyyesoii Tepanun ®rE0Y BO PHUMY
uM. H.U. TNuporosa Mun3apasa Poccun
Anpec: 117997, Mocksa,

yn. Camopbl Mawena, 1

E-mail: zhukov.nikolay(@rambler.ru

© 2020 by «D. Rogachev NMRCPHOI»

Received 27.04.2020
Accepted 25.07.2020

Correspondence:

Nikolay V. Zhukov,

Dr. med. sci, Professor, Head of the
Department of Interdisciplinary Oncology,
Dmitry Rogachev National Medical
Research Center of Pediatric Hematology,
Oncology and Immunology of Ministry of
Healthcare of the Russian Federation,
Assistant Professor at the Department of
Oncology, Hematology and Radiotherapy,
N.I. Pirogov Russian National Research
Medical University of Ministry of Healthcare
of the Russian Federation

Address: 1 Samory Mashela St.,

Moscow 117997, Russia

E-mail: zhukov.nikolay(@rambler.ru

KIIWHUYECKWUE HABNNIOAEHUA

DOI: 10.24287/1726-1708-2020-19-4-150-157

TpaHccopMaumusa aHeBpU3MarnbHOU
KOCTHOWU KUCTbDI

B TefleaHrMaKTaTUYEeCKYylo
OCTEe0CapKOMY: pa3BuTUE BTOPOM
OnyXxoJsiu Ui ownbouUHbIN
nepBoHavasibHbIA AUarHos?

H.B. Kykos* 2, 1.J1. Kasakoga!
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AHeBpusmManbHas KocTHas kucta (AKK) u TeneaHrnskratuyeckas octeocapkoma (TOC) obnapaiot
KpalHe BbICOKMM CXOLCTBOM MO MHWLMAMBHOWM KIIMHUYECKON KapTUHe, PEHTTEHOCEMUOTUKE U faxe
MOPCOSIOrMYECKON KapThHe, HO MPU 3TOM ABMAIOTCSH COBEPLUEHHO Pa3HbIMWU HO30510MMYECKUMU
emnHvuamu, TpebyiowmmMm abcomoTHO pasHoro neyeHns. B cTatbe MPUMBOANTCS KNMHUYECKUIA CrlyYal
passutua TOC beppenHon kocTu vepes 1,5 roga nocne neyenns AKK Tow ke nokanusauuu, a Takxe
aHanua NUTepaTypHbIX AaHHbIX 0 AMdpdepeHLManbHOM AMarHocTrKe 3TMX 3aboneBaHni, COBPEMEHHOM
KoHuenuum natoreHe3a AKK u BoamoxHocTu TpaHcdhopmaumm AKK B TOC. Poputenu ganu cornacve
Ha ucnonb3oBaHWe MHAdhopMaLmnK, B TOM uncne dpotorpacuin pebeHka, B HayUHbIX UCCMEAOBAHUAX U
nybnukaumsx.

KnioueBble cnoBa: aHeBpu3masibHasi KOCTHas KUCTA, TeJleaHrMaKTaTMYyecKas 0CTeocapKoMma,
TpaHchopmaLms, naToreHes, angbgpepeHumnanbHbii anarHos, oHkoreH USPé
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The transformation of aneurysmal bone cyst into telangiectatic
osteosarcoma: the development of a second tumour or a wrong
initial diagnosis?

N.V. Zhukov*?, L.L. Kazakova!

1Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology of Ministry of Healthcare of the Russian
Federation, Moscow
2N.I. Pirogov Russian National Research Medical University of Ministry of Healthcare of the Russian Federation, Moscow

Aneurysmal bone cyst (ABC) and telangiectatic osteosarcoma (TOS) share a lot of similarities in terms of the initial clinical
presentation, the radiological semiotics and even the morphological pattern, however, they are completely different nosological
entities requiring absolutely different treatment approaches. This article reports a clinical case of TOS of the femur which
developed 1.5 years after the treatment of ABC of the same location and presents an analysis of literature on the differential
diagnosis of these diseases, the modern concept of the pathogenesis of ABC and the possibility of the transformation of ABC
into TOS. The patient's parents gave consent to the use of their child's data, including photographs, for research purposes and
in publications.
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PaBUIIbHbIA AMArHo3 SIBMSIETCS 3aM0roM ycneLl-
HOro neyeHus, ocobeHHo B oHkomnorun. OpgHako
cyllecTByeT psig HOBOODOpa3oBaHWUM, KOTopble
06napaloT KpariHe BbICOKMM CXOACTBOM MO MHULMANbHOM
KIMUHUYECKON KapTUHE, PEHTIEHOCEMUOTUKE U [axe
MOpdOSIOrMYECKON KapTUHE, HO MpPU 3TOM SIBMAIOTCA
COBEPLUEHHO Pa3HbIMKW HO30/10MMYECKMMU eLUHULLAMM
n TpebyloT abconmoTHO pasHoro neveHus. K nogobHbIM

HOBOODOpa3oBaHMAM OTHOCATCA aHeBpM3ManbHas
KocTHas kucta (AKK) n TeneaHrmaktatnyeckas octeo-
capkoma (TOC).

AKK — 3T0 nokanbHO OecTpykKTuBHOe Aobpoka-
YeCTBEHHOE HeonnacTUyeckoe MOpa)eHue KOCTH,
COCTOALLEE M3 MHOMKECTBA KWCTO3HbIX MOMOCTEN,
3anonHeHHbix Kposblo [1]. PaHee mpemnonaranoce,
yTo obpasoBaHue MofioCTew C NocreapyloLen LecTpyK-

Pediatric Hematology/Oncology and Immunopathology
2020 | Vol. 19 | Ne 4 | 160-157



LMEN KOCTU NPOUCXOAUT U3-3a MEPBUYHOW MATONOrMm
COCY[O0B, OfHAKO B HacToslLLEee BPeMs MOKas3aHo, YTo
3T0 fobpokayecTBeHHas onyxosb, MOPOSIOrMYeCcKUM
cybcTpaToM KoTopow sBnsioTcA octeobnacTsl, a obpa-
30BaHMe MOSIOCTeN W peakLUmMs COCYA0B BTOpPWUYHbI [2].
Kak bbino ckasaHo Bbilwe, faHHoe 3aboneBaHune ABnA-
eTcs [obpoKayeCTBEHHbIM, U XOTA OHO U CMOCOBHO K
NOKanbHOM AeCTPYKLUMM U MECTHOMY PeLIMAMBUPOBAHMIO,
MPOMCXOAALLEMY NPUMEPHO Y YeTBepTM BOMbHbIX, ONUCaH
nvwb 1 cnyvan Hanmuus oThaneHHbIx MetactasoB AKK
[3]. YacToTa BbifBneHus AKK B obuieit nonynauum —
0,14 Ha 100 000 Hacenenus. B cTpyKType BCex HOBO-
obpasoBaHuit kocTelt Ha AKK npuxoaumtes ot 1 [4] go
9,1% [5]. B cBsian ¢ noBPOKAYECTBEHHBIM XapaKTepoM
3abonesaHua Tepanusa AKK npegycMaTpuBaeT KoHcep-
BaTMBHOE XMpypruyeckoe neyeHue (Kiopetax v T. A.),
KoTopoe B 6ONbLUMHCTBE CNy4YaeB MPUBOANT K MOSTHOMY
nsnevyenunio. B page cnyyaes nNpu peunanBMpPYIOLLEM
TEYEHWUN WU HEBO3MOMKHOCTM PAAMKabHOMO yaaneHns
onyxonu 6e3 Kaneyalunx NocrneacTemin B neveHnn AKK
“cnosb3yeTca fyyeBas Tepanus.

OpHako faHHoe pobpokayecTBeHHoe 3abonesaHue
Ha KIIMHUYECKOM, PEHTIEHOMIOMMYECKOM, MaKpo- 1 faxe
MUKPOCKOMUYECKOM YPOBHE MMEET 3HaUMMOoe CXOACTBO
C BbICOKO3/10KauecTBeHHON onyxonbio — TOC. [aHHbIN
noaTUN octeoreHHoi capkombl (OC) xoTs U nMeeT pAaa
3HaUMMBbIX OTIMUKMI OT Knaccuyeckoi OC, B OTHOLLEHUM
PEHTrEeHONOrMYEeCKON U MOPPONOrMYecKom KapTuHbI,
NPOrHo3a 1 NOAXOMOB K feyeHunio (arpeccuBHas XMM1o-
Tepanus U XMpyprus) NOSIHOCTbIO CXOK C HEMl.

C yyeToM KapAvHanbHOro pasnuuus B NMoAxopax
K neyenuio Mexxpy AKK n TOC B cnyyae nopospeHus
Ha OOHY M3 3TUX onyxonewn TpebyeTcs npoBepeHue
TwarensHoro guddepeHunanbHOro anarHosa, uTo,
OfHAKO, He WUCKJI0YaeT AMArHoCTUYECKMUX owwunbok,
BCTpPEYaloLmnXcs, NO [aHHbIM Pa3fIMYHbIX aBTOPOB,
B 22-34% cnyuaes [6—8]. K coxarneHuio, c yyeToMm
ocobeHHOCTeln 3TMx 3aboneBaHWin oWwnbKM B gnarHo-
CTUKe MOryT oKasaTbCs paTanbHbIMU O NauMeHTa
BCneacTeve oTcpoykn Tepanumn TOC, NpUHATON MHULM-
anbHo 3a AKK, nnu, HaobopoT, arpeccuBHov Tepanum
AKK, npuHsiTon 3a TOC.

OpHako B nTepaType OnucaHbl U Crlyyan, pacLeHu-
BaeMble Kak 31okayecTBeHHast TpaHcdopmaumua AKK B
OC unu BosHMkHoBeHWe OC Ha MecTe paHee CyLLeCcTBO-
BaBLei AKK [9-12]. B bonblumHCTBE Cryyaes, npasaa,
peyb UAeT O PaAMaLMOHHO-MHAYLIMPOBAHHbIX BTOPUYHbIX
OC, BO3HMKLUMX B pe3yrnbTaTe MUCMOb30BaHUsA JTyYeBOM
Tepanuu B npouecce nevenus AKK. OgHaKo BO3HUKHO-
BeHne OC B obnacTu paHee cyulecTBoBaBLluen AKK 6e3
npepLlecTByoLero obnyyeHns KpaHe pefkuid, HO B TO
e BpeMs OnucaHHbIid B uTepatype deHomeH [13-17].

B paHHoOW cTaTbe ONMCBIBAETCS KMMHUYECKMI CryyYai
naumeHTa, KOTOPOMY B CBA3W C PEHTTEHONIOMMYECKN U
mMopdponormnyeckn noateepxaeHHon AKK 6bina Bbinon-
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HeHa 3KCKoxmeauus, ogHako cnycta 1,5 roga nocne
MOCTaHOBKM MHMLIMAMIBHOrO AMarHo3a B 3TON ke obnactu
passunacbk TOC, a npu fonosHUTENLHOM 0bcnenoBaHmnm
BbInn BbIABIEHbI MHOKECTBEHHbIE MeTacTasbl B MErkux.
ObcyskpatoTes auddpepeHumanbHasa guarHoctuka AKK
n TOC, a Takke BO3MOKHbIE BapUaHTbl MHTEpMpeTaLum
TeyeHus 3aboneBaHnsa y aHHOro MauMeHTa — AMarHo-
CTuYeckas owwwnbka, UCTUHHasA TpaHcdopMaumsa AKK B
TOC unu BosHukHoseHune TOC de novo.

KITMHWYECKUM CITYYAN

Pooutenu panu cornacve Ha MCMofb30BaHue
nHdpopMaumu, B TOM uncne dotorpaduin pebexka, B
HaYYHbIX UCCMEROBAHUAX U NyBMKaumsaXx.

Y Manbumka-nogpoctka 16 net B chespane 2018 r.
nossunucb becnpuymHHble 60U B NPaBOM KONEHHOM
CyCTaBe, OfHAKO 3a MeAMLMHCKON NMOMOLLbI0 NaLneHT
He obpaluanca. Yepes 1 mec (B mapte 2018 r.) nocne
MoJSlyYyeHHON TpaBMbl BbI10 0TMeYeHO ycuneHue bone-
BOr0 CMHLPOMa, HO BoNW MPOLNN CaMOCTOSATENbHO, U
MauWeHT BHOBb He cTan obpallaTbes K Bpavy. OgHako
cnycTs ewle 1 Mec (B anpene 2018 r.) 6onesoit cuHOpPOM
BO306HOBWNCS C BOMbLLEN MHTEHCMBHOCTBIO, YTO 3acTa-
BWIO 06paTUTLCA B MEOMLIMHCKOE YUPEXAEHNE N0 MecTy
MUTENbCTBA, FAe MO JaHHbIM NPOBEAEHHbIX UCCIefo-
BaHMi (peHTreHorpadous U ynbTpa3ByKoBOe Mccre-
[0BaHWe) ObiNo BbIABMNEHO CKOMMIEHWE KULKOCTU B
NMpaBOM KOMNEHHOM cycTaBe. Ha doHe Tepanum HecTe-
POMAHBIMWU NPOTWBOBOCNANMTENIbHBIMU NpenapaTamu
BorneBoi CMHOPOM COXPaHANCH, a Kypc huamoTepanum
» napaduHoTepanun NpuBes K YXYALLEHUI0 COCTOSIHUSA
B BM[E OrpaHWYeHWUs OBUKEHUS B NPaBOM KOSIEHHOM
cycTase, ycuneHua Bonesoro cuHppoma. B uioHe
2018 r. naumneHT BbIN rocnMTanM3MpoBaH B CTaLMoHap no
MECTY MUTeNbCTBa. B KNMHMUYecKoM cTaTyce obpaluano
Ha cebs BHMMaHWe NpuxpaMbiBaHWe Ha MPaBylo HOTY,
YBESIMUEHNE OKPYKHOCTM NPaBOr0 KOSIEHHOr0 CyCcTaBa
Ha 1 cM B CpaBHEHWM C /1EBbIM, PE3KOe OrpaHuyeHune
OBWXEHWA B CYCTaBe B CBA3W C BblpaeHHbIM BoneBbIM
cuHpgpoMoM. [lpu nanbnaunv B MOOKONEHHOW SIMKe
crnpaBa OMNpeLensnocb AONoSHUTeNbHOe obpa3oBaHue
00 5 cM B HanbonbLLeM n3MepeHun. Ha MarHuTHo-pe3o-
HaHCHoM ToMorpadum (MPT) (pucyHok 1) obpasosaHue
NpencTaBnAno coboi KMCTO3HYIO MOSIOCTb pasmMepamu
6,8 x 6,2 x 6,1 cM (0bbem 134 cm?), pacnonarasiuyiocs
B AMCTanbHOM MeTadmse u anudmse npason benpeHHon
KocTu. B cBA3W ¢ 3TUM naumeHT Bbin rocnuTanuanpoBaH
B HMWLL IFOW umM. OmuTtpusi PoraveBa, roe bbina Bbinon-
HEeHa OTKpbITas broncus HoBoobpaszoBaHusa. Mpu Mopdo-
NOrMYECKOM UccnenoBaHun brontarta rMCToNornyeckas
KapTuHa cooteetcTBoBana AKK (pucyHok 2A). Mocne
YyCTaHOBMEHMA [MarHosa nauneHTy bbino npoBeneHo
XUpPYpruyeckoe neveHve B obbeMe skckoxneaumn AKK
C MNacTvKon fediekTa KOCTHbIM LieMeHTOM. [loBTopHOe




KJIMHUYECKWUE HABJIOOAEHUA

FMCTOMOrMYECKOe UCCMefoBaHne NOLTBEPANIO paHee
yCTaHOBMEHHbIM anarHos (pucyHok 26).

B cepenunHe aBrycta 2018 r. naumeHT 6bin BoiNUCaH
ONS AHaMUYECKOro HabnioaeH!s No MeCTy KUTENbCTBa,
roe nocre TpaBMbl B MOCNEONepaLnoHHOM nepuone
Bbina BbINOIHEHA MYHKLUMSA KOMEeHHoro cycTaea (aBaky-
aluus KpPOBM), HafOKeHa runcoeas UMMoBUM3aLms Ha
3 Hep, nocrie Yyero gaHHas obnacTtb nauneHTa bonblue He
Becnokowuna.

OpHako ¢ dpespans 2019 r. naumeHT BHOBbL CTan
3aMeyaTb yBe/IMYEHMe MPaBOro KOMIEHHOro CycTasa B
obbeme, BONE3HEHHOCTb M OFPaHUYEHME MOABMKHOCTM
cycrasa. Mo gaHHbIM MPT (MapT 2019 r.) 6bin 3anomo-
3peH nokasnbHbIn peumans AKK 1 nhnummposaHna Tepanus
MOHOKJIOHaNbHbIM aHTUTenoM (peHocymab). Bbino
BbINONHEHO 4 BBeEHMA C MHTepBanoM B 1 Mec, ofHaKo
MO [aHHbIM KOHTPOJIbHOW WHCTPYMEHTaNbHOW BU3yanu-
3aumn B Hauane ceHtabpa 2019 r. (MPT ¢ KOHTpaCTHbIM
ycuneHueM) oTMeueHa nokasibHas nporpeccus 3abo-
neBaHus. B cBsizgn ¢ 3TUM B KoHUe ceHTAbpa 2019 r.
MauMeHT NOBTOPHO rocnuTanuavposad 8 HMUL MO um.
Omutpus Porauesa.

Mpn kNMHMYeckoM ocMoTpe obpallano Ha cebs
BHMMaHWe orpoMHoe obpa3oBaHue, pacnpocTpaHsio-
LLleecsa C AUCTasibHOro oTaesia npaBov BeApeHHON KOCTK
Ha MpoKcUMarnbHbIM oTaen HonblebepuoBoOi KOCTU.
OKpysKHOCTb 0Bpa3oBaHus B HaMbosbLLEM U3MEPEHUM
cocTaBnsna 65 cM (ans cpaBHEHWS: OKPYKHOCTb J1IEBOr0
KOJIEHHOr0 cycTaBa B HaubomblieM usmepenun Boina
31 cM). HosoobpasosaHue npu manbnauum 6bino
nAoTHbIM, barpoBoro uBeTa, Ha OWYyMb FOPAYMM.
AKTVBHbIE M NAaCCUBHbIE BUKEHWSI B MPABOM KOJIEHHOM
cycTaBe DbINM Pe3KO OrpaHnyeHbl, NaUMeHT Mor nepe-
ABUraTbCS NALLL NPY MOMOLLM KOCTbINEN, MPaBas KOHeY-
HOCTb Obina B BbIHY}KAEHHOM MOYyCOrHYTOM COCTOSHUM.

Ha peHTreHorpamMMe npaBoOil HUKHEN KOHEYHOCTU
BbISIBMIEHa AECTPYKLUMS AMCTanbHoro otaena beppeHHon
KOCTM, 3aMeLLeHHas MaCCUBHBIM MSIFKOTKaHHbIM KOMMO-
HEHTOM, pacnpoCTPaHALWMMCS Ha obnacTb NpoKcu-
MarnbHoro otaena bonbluebepLoBOr KOCTU, C HAaNUUMeM
nepuocTanbHOW peakuuun. Pasmepbl obpasoBaHus
coctaBnanu 18,56 x 25,2 x 16,4 cm (V = 3975 cm?)
(pucyHok 3). C yueToM paHee BepudMUMPOBAHHOMO
OMarHo3a v NPeKHEeN NokKanv3aumm npolecca CocTosH1e
BbIN0 pacLeHeHO Kak MacCyBHbIN MeCTHbIN peumnans AKK,
B CBSI3M C YeM BbIo BbINOMHEHO XUPYPrudecKoe neyexne
B 0bbeme sHpoBackynapHon okknio3un AKK, a 3aTem
KIOpeTax C NNacTuKon fedpeKTa KOCTHbIM LLEMEHTOM.
OpHako npu MopdhoNornyeckoM UCCrnenoBaHUm yaaneH-
Horo mMaTepuana beina eeiseneda TOC (pucyHok 4). B
CBSI3V C 9TUM MaUMEHTY NPOBELEHO KOMMJIEKCHOe obcre-
[oBaHWe B paMKax npoTokona nevenus 0C — EURAMOS,
BKnoyas MPT npaBoit KoHeuyHocTu (pucyHok 5)
U KOMMbIOTEPHYI0 TOMOrpachmio OpPraHoB rPYLHOW KIEeTKM
(pucyHoKk 6), MO paHHbIM KOTOpbIX Bbina BhisB/IEHA

FUraHTCKas OMyXoSib HVKHEN TPeTu Anadomsa u gpucTanb-
Horo Metasnudmsa begpeHHol u BonbwebepuoBon
KOCTeW C pacrnpoCcTpaHEHWEM Ha NMPOKCUMASIbHbIN MeTa-
anucuna bonbluebepLoBON KOCTU 1 ronoBkKy Manobep-
LIOBOW KOCTW C MHOMKECTBEHHBIMU METACTa3aMm B NETKUX.
Takum obpasom, y naumeHTa bana anarHoctuposaHa TOC
T2NOMla, ctagus IVA no AJCC, ctagms 3b no Enneking.
[na ucknioyeHnsa gnarHoCTMYeCKon oWwnbKM Ha aTanax
WMHULUMANbHOW OMArHOCTUKM AaHHble BM3yanv3auuu u
06pasubl 0Myx0neBoi TKaHW, NoflyYeHHbIe 3a BCe 3Tansbl
neyeHusi, bbIY NOABEPrHYThI TLLATENBHOMY NEPecMOTPY

PucyHok 1

HoBoobpa3oBaHue npaBoi befpeHHON KOCTW Ha MOMEHT
nepBOHaYanbHoOro gumarHosa. MPT-usobpaxkeHus,
B3BELLEHHbIE MO NMPOTOHHOM MAOTHOCTK, C NOAABIIEHN-
€M CUrHara OT KMPOBOIA TKaHW B carnTTanbHom (A) 1
akcuanbHoit (B) NNoCcKOCTAX C KOHTPaCTUPOBaHWEM.
BunHbl xapakTtepHble npusHakn AKK: obpasosanue
YETKO OTIPaHNYEHO OT OKPYKAIOLLLEN KOCTHOM TKaHW,
nepuocTarnbHas peakLuus He NPOCeKMBAETCAH, KUCTO3-
HbI KOMMOHEHT C YPOBHSAMU SKUAKOCTYH

Figure 1

A lesion of the right femur at the initial diagnosis. Sagittal
(A) and axial (B) fat-supressed proton-density weighted
contrast-enhanced MRI images. The images show typical
features of aneurysmal bone cyst: the lesion is clearly
demarcated from the surrounding bone tissue, a periosteal
reaction is not observed, a cystic component containing
fluid-fluid level

PucyHok 2
WcxopHas onyxonb — AKK (A; okpacka reMaToKCUIIMHOM
1 3031HOM, x 40), MaTepuan, NonyyYeHHbIA NPy 3KC-
koxneaumnn AKK (B; oKpacka reMaTOKCUIIMHOM 1 303M-
HoM, x 100). ®parMeHTbl CONMAHO-KUCTO3HOrO 06pa3o-
BaHWA, COCTOSALLIEro U3 BepeTeHoBMUAHbIX U 3Be304aTbIX
hmbpobnacTononobHbIX KNETOK. Aapa BbITAHYTOMN U
0BarnbHON OopMbl. MHOXECTBEHHbIE MOMOCTH Henpa-
BWUIbHON GOOPMbI, HE COAEPKaLUMe SHAOTENUANbHOMO
KOMMOHEHTa, MHOMKECTBEHHbIE YYaCTKN KPOBOU3NNAHUSA
Figure 2

The original tumour is aneurysmal bone cyst (A; hematoxylin
and eosin staining, x 40), the material obtained during the
excochleation of the aneurysmal bone cyst (B; hematoxylin
and eosin staining, x 100). The fragments of a solid and
cystic lesion, composed of spindle and stellate fibroblast-
like cells. The nuclei have an elongated or oval shape. There
are multiple cavities of an irregular shape containing no
endothelial component, multiple areas of hemorrhage
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B HMULL OFOU uM. IMutpumsi PoraueBa, a Takxe oTnpas-
NeHbl Ha BHelwHW pedbepeHc. OgHaKo Npyu NMOBTOPHOM
NOKanNbHOM U BHeLHeM pedpepeHCcHOM Mopdhonormye-
CKOM WCCIIeOBaHWUMN OMyXOSEBOMN TKaHM, MOSTyYEHHOW Ha
MOMEHT YCTaHOBIEHWsI NepBOHaYanbHoro anarHosa AKK
W B pesynbTaTe NepBoW Npouenypbl 3KCKOX/1eaumm, He
6bino obHapyskeHo npusHakoB TOC — Mopdbonormueckoe
CTPOEHWNE ONYXOSN NOSTHOCTbIO cooTBeTCTBOBaso AKK.

MaumneHTy bblNa HauaTa Tepanusa B paMKax NpoTo-
kona EURAMOS. B kauyecTBe NOKanbHOr0 KOHTPONs ¢
y4YeTOM pacnpoCTPaHEHHOCTU OMyXONeBOro npouecca,
OTCYTCTBMSI BO3MOHOCTU NPOBEAEHUSI PAfMKaNbHOMO
YOANEeHUs OMyxoJfIeBOM TKaHW C MOCNEAYOLWMM 3HAO0-
MPOTE3MPOBAHMEM, KPalHE arpecCUMBHOIO MOBEAEHMS
3/10KaYeCTBEHHOr0 MpoLecca, NPoBefeHa 3K3apTUKY-
NAUMS NPaBOW HWMKHEN KOHEYHOCTU B TasobegpeHHOM
cycTtaBe. B ynaneHHol onyxonu bbin oTMeueH neyebHbii
natoMopdpos | ctenenu. MauneHTy Takke Bbinm ynaneHs
80 MeTacTaTMueCcKMx Y3510B U3 MPaBoOro JIerkoro,
nevebHbIn natoMopdoo3 | ctenexn n 55 y3nos 13 nesoro
nerkoro, neyebHoin natomopdos |-l crenenn. B HacTo-
Allee BPeMs MauMeHT HaxXOAUTCA Ha 3Tane XuMmuoTe-
panuu.

YuuTbiBas arpeccvMBHOCTb OMyXOJIeBOro mpouecca,
OTCYTCTBME MOCTTEpaneBTMYECKOro natomopdosa
nocrne NpoBefeHHbIX 16 Hel KypcoB NONMXMMUOTEPANUM
B paMmkax npotokona EURAMOS, pelueHo B kauecTse
LanbHenLwen Tepanum nNposecTy 2 Brnoka ¢ BbICOKOAO-
3HbIM ndpocdpammaoM (2 r/m? B TeueHne 7 aHei) ¢ nocre-
LYIOLLEN OLEHKOM OTBETA UM MPOBELEHVMEM MOBTOPHbIX
TOPaKOTOMUI C 2 CTOPOH W yAaneHWeM OCTaBLUMXCS
MeTacTaTUUeCKMX ouyaroB (Mo faHHbIM MynbTUCMU-
panbHOM KOMMbIOTEPHOW TOMOrpadhmu: cnpasa 6 04aros,
cnesa — 8).

OBCYXXNEHWE PE3YJIbTATOB UCCIELOBAHUA

OueBMOHO, YTO LaHHbIA KIIMHUYECKWIA Cnydyal npeq-
cTaBnsaeT 6onbLUOW MHTEPEC B CUY MEOULIMHCKMX, 3TUYe-
CKUX W IOPULMYECKUX MOCMEACTBUIN, aCCOLUMPYIOLLIMXCA
¢ nopobHOW CMeHoW amarHosa. /1 BO3MOXHOCTb OTNu-
UMTb pas3BMTUE BTOPON Onyxonu (B pesynbTaTte TpaHC-
dhopMaLmMn unn de Nnovo) OT AMArHOCTUYECKOW OLLIMBKK
ABNAETCA KPUTUYHOW LN BPauel U KIUHUKK C yYeToM
TAMKECTU NOCNEACTBMWA ANs BONbHOro B CllyYae OTCPOYKM
MPaBWSIbHOrO AMarHosa.

Kak 6bino ckasaHo Bbiwe, AKK npencrtasnset
coboii poBpOKaUeCTBEHHYIO OMYyXOJSib, MOPAMAIOLLYIO
KOCTU CKeneTa M NpeicTaBiEHHYI0 MaKpPOCKOMUYECKH
KMCTO3HbIMU 0Bpa30BaHUAMU, 3aMOSTHEHHBIMU KPOBBIO.
Hanbonee xapaktepHbiMu nokanusaumnsammn AKK asnsa-
loTca GefpeHHas KOCTb, rofieHb WM No3BoHKM [18].
HenocpencteeHHas npuunHa v peTanbHbli NaToreHes
BO3HMKHOBEHUS AKK HeunsBeCTHbl, U 0O HeLaBHero
BpeMeHu BOoMbLUMHCTBOM aBTOPOB MpeAnosiaranoch, 4To
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ee pa3BuTue 0bycrnoBneHo cocyaucTon ManbopmaLmen
¥ HapyLUeHMeM rpafMeHTa [aBfieHUst KPOBM, NMPOUCXO-
OALWMMU B KOCTHOM TKaHW. [MofobHble yTBEPsKAEHUS O
cocyaucToi (Heonyxonesoi) npupone passutua AKK
NPUCYTCTBYIOT U BO MHOTUX CTaTbsAX, NyOIMKyeMbIX Ha
ceronHALWHMIA aeHb [2]. OueBnaHo, uTO B NOAOBHON CUTY-
aumm, korga AKK aBnseTcsa nuLb «nceBLoOMYyX0sbio»,

PucyHok 3
HoBoobpa3oBaHue npaBov beppeHHOM KOCTM Nepeq no-
cTaHoBkoM auarHosa TOC. PeHTreHorpacdpusi benpeHHom
KocTu B npsMoit (A) n 6okosoit (B) nnockocTsaX. BuaHbi
XapakTepHble npusHaku TOC: ecTpyKuMs AUCTanbHOro
oTaoena benpeHHOM KOCTH, 3aMeLLeHHast MArKOTKaHHbIM
KOMMOHEHTOM, HanMune NepuocTanbHON peakumm

Figure 3

A lesion of the right femur before it was diagnosed as
telangiectatic osteosarcoma. X-ray of the femur in frontal
(A) and lateral (B) views. The characteristic signs of
telangiectatic osteosarcoma are observed: the destruction
of the distal femur replaced by the soft-tissue component, a
periosteal reaction

PucyHok 4

OnyxoneBbl MaTepuan, NoJSlyYeHHbI Npu KiopeTaske, —
TOC. U3BuTble Hespenble KOCTHbIE Banku, YacTUUHO

C 0CcTe0bnacTUYeCcKnM pUMMWHIOM, OBLLIMPHbIE 30HbI
npencTaBneHbl HeCKNEeTOYHbIM OCTEOUAHBIM MaTPUK-
COM, MHOXECTBEHHbIe KNCTO3HbIe nonocTu bes copnep-
KMMOrO PasfIMUHOro pasMepa (A; oKpacka remMaTok-
CWUIMMHOM 1 3031HOM, x 130). KneTouHble afieMeHTbI
cpefHero pasmepa, spa 0BOVAHbIE, C MPaBUIIbHbIMM
KOHTYpaMW, BU3yarnM3npyeTcs pe3ko aTUMnYHas TKaHb
BbICOKOW KITETOYHOCTU, COCTOSILLLas U3 MIEOMOPdIHbIX
KIEeTOK pasnunyHoro pasMepa n hopMbl C BbIPaXKEH-

HO aTWUMWUYHBIMU SAPAMMU U BBICOKOW MUTOTUYECKOW
aKTMB]HOCTblo (B; okpacka reMaTOKCUIMHOM U 303UHOM,
x 200

Figure 4
The tumour material obtained during curettage corresponds
to telangiectatic osteosarcoma. There are convoluted
immature bone trabeculae partially with osteoblastic
rimming, large areas are presented with cell-free osteoid
matrix, there are multiple cystic cavities of different sizes
without any content (A; hematoxylin and eosin staining, x
130). The cellular elements are of medium size, the nuclei
are ovoid with regular contours. Markedly atypical tissue
with high cellularity composed of pleomorphic cells of
different sizes and shapes with markedly atypical nuclei and
high mitotic activity is visualized (B; hematoxylin and eosin
staining, x 200)




KJIMHUYECKWUE HABJIOOAEHUA

HO MPW 3TOM He UMeEeT KNeTouHoro cybcTpaTa v pa3su-
BaeTCA B pe3ynbTaTe COCYAMCTON ManbdopMauumu,
rOBOPUTb O BO3MOMHOCTM TpaHcdopMauun B 310Ka-
YeCTBEHHYIO OMyXxosfb Henb3a. Bo3MoxHO, nopobHoe
pa3BuTME MOXeT HabniopaTbCA B TakK Ha3blBaeMbIX
BTOpUYHBbIX AKK, KOrga KnMHUYecku n Mopdponiormyecku
cxoxue ¢ AKK npouecchbl BO3HWMKaOT Ha )oHe paHee
cywiecTsymoulero 3aboneBaHus, valie — NepBUYHOM
OMyXonu KOCTKW: XOHApocapkoMa, donbpoma, octeocap-
Koma u T. . [2].

OnHaKo, KaK MoKasblBaloT COBPEMEHHblE Uccne-
posaHus, npumepHo B 70% Bcex nepsBuuHbIX (T. e.
BO3HMKLWMX Be3 mpepwecTByoLlero 3abonesaHus,
de novo) criyuaes AKK nMeeTcs reHeTUUecKuit fedpexT —
TpaHcrokauma t(16,17) ¢ yyactmeM oHkoreHa USPé
(TRE2 wnn TRE17), BO3HMKawwWMii B ocTeobracrax,
T. €. OYEBUIHOE <«KIIOHalIbHOE>» OHKOreHHoe cobbiTne
B OMpefesieHHOM Kracce KneTok. [laHHas TpaHcno-
KauuWs NMpUBOAMT K 06pa3oBaHMI0 XMMEPHOrO reHa, HO He
Benka, Tak Kak B ee pesysfibTaTe K KOOMPYIOLLEMY OHKO-
reHHbin 6enok reny USPé npucoepmHsieTcs npomoTep,
KOTOPbIA He ABMAETCA KOAWPYIOLUMM, HO 3HaYMMO
ycunuaaeT TpaHckpunuuio USP6 v cuHTes kopupye-
Moro uM Benka (ubiquitin carboxyl-terminal hydrolase
6, KapboKCUN-KoHLEeBas ruaponasa ybukeutuHa 6) [19],
KOTOpbIW, B CBOID OuYepefb, MPMOCTaHaBNNBaeT co3pe-
BaHMe 0cTeobnacToB M MPUBOAMT K AUCPErynauum
aYTOKPUHHBIX CUrHamNbHbIX MyTel B HUX [20, 21]. Takum
0b6pa3oM, CTaHOBUTCS OYEBUOHBIM, YTO KaK MUHUMYM
70% nepeuuHbix AKK npencrtaBneHbl COBCEM He COCY-
oncTon ManbdopMaumMent, a «KNacCUYEeCKUM» Onyxo-
NeBbIM MPOLECCOM C KIIOHANbHbIMW TEHETUYECKUMM
abeppaunsamm B octeobnactax, nNpencTaBnsOLLMX
KneTouHbl cybecTpat onyxonu. Beab, cornacHo BbiLle-
NPWBeEHHbIM [aHHbIM, 0YEBULHO, YTO AN NEPBUYHON
AKK xapaKTepHa UMeHHO KiloHarlbHas HeonnacTuyeckas
nponudpepaumsi, 0bycnoBneHHas akTUBaLIMER OHKOreHa,
NIOKaNM30BaHHOI0 Ha KOPOTKOM nfieye 17-i xpoMo-
COMbI M OHa MPOMUCXOOMT He B KIleTKax CTEHKM cocyna,
a B UCTUHHBIX KNeTKax KocTu. M B aToM cniydyae (noss-
nenne AKK obycrnoBneHo n3mMeHeHVsiMM He B COCYAax, a
B KOCTHOW TKaHW) BO3MOXHOCTb TpaHcdopMaumm AKK B
OC npencTtaBnseTcst BnofiHe noruyHon. Cyas no uMmelo-
LLMMCS NMTepaTypPHbIM [aHHbIM, BO3MOXHO U «COCY-
wecTeoBaHune» TOC n AKK, yto ewie pa3 nossonser
NPeanonioMXnTb, YTO 3TU OMYyXOnu MOryT BbiTb YacTbio
OfHOro npouecca. YacTtoTa BO3HUKHOBEHWS BTOPUYHbIX
AKK B cocTaBe apyroi onyxonv goxoamt oo 50% [9-11].
B ogHOM KpynHOM nccnepoBanum B 23 cnyyasix u3 75 0C
BblsiBNEeHbl yyacTkM AKK. Bce onucaHHble cnyyam bbiim
06HapyeHbl B Buae TOC [12].

OpHako Bce e bonee yacTbiM cobbiTveM, 0bycnos-
nMBaloLWMM «CMeHy aumarHo3a» ¢ AKK Ha TOC mosket
ABNATLCS AMarHocTUYeckas olumbka, uto Bcerna Tpebyet
PeTPOCMNEKTUBHOIO aHanusa Bu3yanusauuv n Mopdo-

MOrUYECKUX UCCrefoBaHui B MopgobHbIx crnyyasx. Beob
onyxonu (BHe 3aBUCMMOCTM OT UCTUHHOIO FMCTOreHesa,
KOTOPbII ABNAETCA NULLbL NPEANoNoKMTeNbHbIM AN AKK)
LENCTBUTENBHO KPalHEe CXOMMW Ha YPOBHE annapaTHOW
BU3yanu3aumm, Makpo- M MUKPOCKOMUYECKOW KapTuHbl. B
psane cnyyaes andcpepeHUmanbHbIi AMarHo3 MoXeT bbb
oueHb 3aTpyanHeH (Tabnmya).

OpHako npu TLaTenbHOM aHanu3e MOXHO 0bHapy-
UTb BECOMble BU3Yyanun3aLmnoHHble U MOpdoormyeckme
otnmumna Mesky AKK 1 TOC, yero okasbiBaeTcs LOCTATOYHO
LJ151 MOCTaHOBKM NPaBUIbHOMO AMarHosa B 6onbLuMHCTBE
cnyyaeB. Tak, C TOUKM 3PEHNUA PEHTFEHOCEMUOTUKN LIS

PucyHok 5

HoBoobpa3soBaHwve npaBoi begpeHHoM KOCTU Ha MOMEHT
noctaHoBku amarHo3a TOC. MPT-u3obpaeHwus, B3ge-
LUEHHbIE MO NPOTOHHOMN NJIOTHOCTU C NOJABIIEHNEM CUT-
Hana OT SKMPOBOW TKaHW B aKCchanbHoM nnockocTh (A) u
B caruTTanbHoit (B) MNOCKOCTAX C KOHTPACTUPOBAHMEM.
BupnHb! xapakTepHble npusHaku TOC: nepuocTanbHas
peakuusa no TMny Kosblipbka KogMaHa, pacnpocTpaHe-
HMe Ha MATKMEe TKaHW, pa3pyLleHne KOpTUKabHOro
cnos

Figure 5

The lesion of the right femur at the time of diagnosis of
telangiectatic osteosarcoma. Axial (A) and sagittal (B) fat-
supressed proton-density weighted contrast-enhanced MRI
images. The characteristic features of TOS are observed: a
Codman's triangle periosteal reaction, the extension to the
soft tissues, the destruction of the cortical layer

PucyHok 6

KoMnbioTepHas ToMorpadous nerkux (HatveHast) Ha
MOMEHT auarHocTnku TOC, BUAHbI MHOECTBEHHbIE
BunatepanbHble MeTacTasbl pasMepom oT 2 oo 14 mm
Figure 6

A CT scan (native) of the lungs at the diagnosis of
telangiectatic osteosarcoma, multiple bilateral metastases
measured 2—-14 mm are observed
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TOC B BonblIMHCTBE CNy4yaeB XapaKTepHbl NMPU3HAKK
BbICOKOW IOKasfbHOM arpeccuBHOCTM NpoLecca: paspy-
LLEHWe KOPTMKAIbHOMO CIosi Ha HOJIbLLIOM NPOTAKEHUM,
npepbIBUCTanA NO TUMY KO3blpbka KoaMaHa nnm cnvkyso-
obpasHas nepuocTanbHas peakums, MHOrAa O4aroBble
«0brakoBnaHbIe» MHAWNBTPATBI, CBULETENLCTBYIOLLME O
NPOQYKLMM OMyX0sibio KOCTHOMO MaTpukca [9, 22].

B HaweM cnyyae npu nepsuuHom MPT-uccnepo-
BaHWM NauWeHTa B AMCTaNbHOM MeTaanuduse npaBon
BenpeHHOW KOCTU BbINO BbLIABMEHO MHOrOKaMepHoe
o0bbemMHoe 0bpa3oBaHMe C YETKMMU POBHbIMU KOHTY-
paMu, BHYTPU KOTOPOro BM3yasiM3MpOBannCb MHOMKe-
CTBEHHbIE YPOBHM CeAMMeHTauuu upkocTtu, bes
MPU3HaKOB MOBPEXAEHNS HAOKOCTHMLbI, MepMocTasibHas
peakuusa oTcyTcTBoBana. besycrnoBHo, BasHO MOMHUTB,
YTO Hanmume ypoBHEN YMAKOCTU XapaKTepPHO He TOMbKO
ona AKK, poBHO Takas ke KapTuHa MoxeT Habnio-
patbcs nNpu gpyrux 3aboneBaHusax, Kak fobpokaue-
CTBeHHbIX (MpocTas KoCTHas KUCTa, xoHppobnacToMma),
TaK 1 3M10KaYECTBEHHbIX (HanpuMep, rraHToKeTouHas
onyxorb 1 TOC). OpHaKo € yUeToM ApYrux NpusHaKoBs —
OTCYTCTBME PeaKLUMM HAaAKOCTHULIbI U MepuocTanibHON
peakunmn — O4YEBMAHO, YTO KapTuHa, HabnoaasLasncs y
HaLLEero nauMeHTa, XxapakTepHa UMeHHO And fobpokaye-
CTBeHHOro obpa3oBaHusi — AKK.

Mpn NOBTOPHOM 3Ke WCCIeA0BaHUW, MOCMe KOTO-
poro mMopcponoruueckmn bein yctaHoeneH amvarHos TOC,
HECMOTpA Ha To, YTo 0bpasoBaHMe NO-MPEXHEMY UMESOo
KMCTO3HYIO CTPYKTYPY C YPOBHSAMW XWAKOCTHU, OTMe-
ueHbl Kak KOCBEHHble (yBenvueHWe pasMepos, noss-
NEHNE MATKOTKaHHbIX KOHTPACT-MO3UTUBHBIX CTPYKTYP
B MPOCBeTe KUCT), TaK 1 Bornee 0AHO3HAUHbIE MPU3HAKM
3/10KaYeCTBEHHOr0 Mpolecca — pacnpocTpaHeHue
Ha MArkue TKaHW Mo Xofdy NofioCTU KOCTHOMOSIOBOMO
KaHamna, paspyLleHne KOPTMKanbHOro Cros, peakuus
HaJKOCTHMLbI MO TUMY Ko3blpbka KopMaHa, Hanuuve
CKMM-MeTacTasoB B Masio- 1 60bLLebepLOBOV KOCTSX.

OgHako, HECMOTPS Ha fBHble NMPU3HAKWM TpaHC-
cdopmauum AKK B TOC Ha ypoBHE MHCTPYMEHTambHbIX
uccnepnosaHuin, 6esycrnosHo, nocnegHee croBo ocTa-
eTcs 3a MopdhororoM. MIMeHHo No3ToMy Bbinn NOBTOPHO
“3yyeHbl MpenapaTbl OMYXONIM UCXOAHbIX Buoncun
M 3KCKOXNeauuu, NpoBeAeH BHeWHnn pedpepeHc. K
CYacTbio, OHW MOATBEPAMIIU, UYTO UCXOAHO peyYb BCE Xe
wna o6 AKK, onHako HeobxoanMo NMOHUMaTb, YTO U Ha
YpOBHe Mopdhonoruyeckoro nccnenosanuns pudpdpeper-
umanbHbin guarHos mexxny AKK n TOC MoxeT npencras-
nATb bonblune npobnemsl.

Mpun Mopdonormyeckom mccnenoaHnn n AKK, u
TOC xapaKTepusyloTCA HafMuneM pasHOPa3MepHbIX M
pa3HOOPMHbIX KMCTO3HbIX MPOCTPAHCTB, 3aMOSTHEHHbIX
KpPoBblo Be3 HanmnMuua 3HAOTENManbHOMW BbICTUIMKM.
Bo3mMoxHOCTb oTnnuntb 3abonesanus Tpebyet 6onb-
Loro onbiTa Mopdionora. [leperopoakn Mexny Kuctamm
npu TOC uale bonee kneTouHble, ueM npu AKK, cocTtosT
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MPEVMYLLECTBEHHO U3 KIMETOK C BbIPasKeHHbIM NIeoMop-
hV3MOM U C BbIPAKEHHON MUTOTUYECKOW aKTUBHOCTbIO
C HanuWuneM naTonormyecknx OOpM MUTO3a, KIETKM ke
AKK MoHOMopdHble, BEpPETEHOBUAHOW POPMbI C peako
BCTpPeyaeMbIMM MUTO3aMK. B BonbLuMHCTBE Cryyaes npu
TOC Bu3yanusmpyeTcss NaTONOrMYeCcKnin octeouns, B TO
BpeMs Kak B AKK ocTeoreHes npefcTaBsieH, Kak npasuio,
0bpasoBaHMeM HOBbIX KOCTHbIX Banok ¢ ocTeobnacTnye-
CKUM OKpysKeHneM. BaprabenbHoe KONMYECTBO MUraHT-
CKUX MHOrOS[IEPHbIX KNETOK B CTPYKTYpe neperopofok
MOXeT NpucyTCTBOBaTb B 060Mx HOBOOBpPa3oBaHMSX.
Hekposbl B 0TCYTCTBME COMYTCTBYIOLLErO NepesioMa He
xapakTepHbl ana AKK, B To Bpems kak npu TOC moryT
BbITb BECbMa BblpaseHHbIMU [23-25].

Kak Mbl ye roBopunu Bbille, LeHa OWWbKM B
ovdpdrepeHUmManbHoM anarHoCTUKe 3TUX OMyXOnen MoXeT
BbITb KpaiiHe BENvKa, Tak Kak OHU UMEIOT KapAMHabHO
pasHble MOAXOAbI K NieveHno. MeTonom Boibopa Tepanum
Tabnuua

PeHTreHonoruueckas n Mmopdonornyeckas gudpdpe-
peHumanbHasa gmarHoctuka AKK n TOC
Table

Radiological and morphological differential diagnosis of
aneurysmal bone cyst and telangiectatic osteosarcoma

MapameTtp AKK TOoC
Parameter Aneurysmal Telangiectatic
bone cyst osteosarcoma

PeHTreHonornyeckue npusHaku
Radiological features

Pa3pyu.|eHV|e KOPTUKAJIbHOIro Cfos Ha

BObLLIOM NPOTAKEHNUN Het Ja
The destruction of the cortical layer along No Yes
the considerable length
[epnocTanbHas peakums no Tuny

Het la
Ko3blpbka KoamaHa No e
A Codman’s triangle periosteal reaction
06nakoBUOHBIN UHGMUNBTPAT Het [a
A “nebulous” infiltrate No Yes
YPOBHM XUOKOCTU BHYTpY 0bpasoBaHus Ha [a
Fluid level containing lesion Yes Yes
PacnpocTpaHeHne Ha MArKkue TKaHu Het Ja
The extension to the soft tissues No Yes
Hannuve ckun-metactasos Het Ja
Skip metastases No Yes

Mopdhonornyeckue npusHaku
Morphological features

PasHopasmepHble 1 pa3HoopMHble
KWUCTO3HbIE MPOCTPAHCTBA, Ila Ila

3anosIHeHHbIe KPoBbiO } } Yes Yes
Blood filled cystic spaces of different sizes

and shapes

BbipaseHHbI nneoMopdpusm un

BbICOKas MUTOTUYECKasi aKTUBHOCTb

KMETOK C HannMymMeM naTonornyeckmx Het Oa

dopmM MuTO3a N Y
Marked pleomorphism and high mitotic © e

activity of the cells with the atypical forms

of mitosis

Knetku MoHoMopdHble,

BEPETEHOBUAHOW (DOPMbI C pefKo Oa Het
BCTPeYaeMbIMU MUTO3aMU Yes No
Monomorphic spindle-shaped cells with

rare mitoses

MaTonornyeckuii octeonn Het [a
Abnormal osteoid No Yes
KocTHble 6anku ¢ ocTeobnacTMyeckum Oa Het
OKpYXeHveM e No
Bone trabeculae surrounded by osteoblasts

['MraHTCKve MHOrosiiEPHbIE KIETKM Ha [a
Multinucleated giant cells Yes Yes
YyacTKuM Hekpo3a Het [a
Areas of necrosis No Yes




KIIWHUYECKWUE HABNNIOAEHUA

AKK sBnsieTcs XMpypruyeckoe neyeHne — KiopeTax) unu
MOJIHOe ypasieHWe OMyXonu C Mocnepylowen KOCTHOM
nnactukoit [18, 26]. B kauecTBe BCMOMOraTesnbHOi
Tepanuu npu peunamsupyiowmx AKK MoskeT Mcnonb3o-
BaTbCA JlyyeBas Tepanusi, OOHaKO HeOBXOAMMO MOMHUTD
0 BbICOKOM PUCKE BO3HWKHOBEHWS BTOPUYHBIX OMYyXOMe,
npesne BCero KOCTHbIX CapKoM, B 30He 0bnyuerus [27].
[Tpy HEBO3MOMKHOCTW NMPOBELEHUS pafuKanbHOro X1pyp-
rMYecKoro ynaneHvs obpasoBaHWsi B HAaCTOSILLEE BPEMS
MHOrAa NPUMEHSAIOT Tepanuio MOHOKIOHAMNbHbLIMW aHTU-
Tenamu npotve RANKL-nuranpa (neHocymab), Ho faHHbIi
METOL KOHCEpBaTMBHOWM Tepanuu HaxogmuTcsi Ha 3Tane
WCCRefoBaHW 1 Ha CErofHALLIHUIA OeHb HET OTAANEHHbIX
pesynbTaTos [28]. TOC e neuutca no npotokonam OC,
TaK Kak UMeeT TaKoe e arpeccuBHOe TeUeHue C KpanHe
BbICOKMM MeTacTaTUYECKUM MOTEHLMANOM U TaKoh xe
MPOrHos3.

OmHaKo C YYeTOM TOrO, YTO HWU PEHTIEHOMOrnye-
CKas, HYU MopdosIorMyeckas (B TOM uncsie Npy NOBTOPHOM
rnepecMoTpe v BHeLLHeM pedpepeHce) KapTuHa UCXOOHOM
onyxonu He npotusopeunna AKK u He copepskana
npusHakoB TOC, MOXHO MPennonoMXuTb, YTO Mbl CTOS-
KHYNUCb C KparHe pefKkon CUTyauuen UCTUHHOW TpaHc-
dompauum AKK B TOC unu passutnem TOC de novo
Ha MecTe paHee cyuwecTBoBaBwen AKK. B nutepa-
Type BCTPeyaloTCs KpanHe HEMHOMOYMCIIEHHbIE Cryyau,
NO3BOSISAIOLLME MPEANOSIOMUTL NOLOBHYI0 BO3MOMHOCTD —
B HacTosLlee BpeMsa onucaHo MeHee 10 crnyyaes noss-
nenune OC (He oBsizatenbHo TOC) Ha MecTe paHee Cylle-
cTBoBaBLUen AKK, paHee He monBepraBLUeiCst Nly4yeBoOW
Tepanuu, XoTA 3TW Clly4an He NOo3BOJISAIOT W MOSIHOCTbIO
oTBeEPrHyTb 0bpasosaHue OC de novo, T. e. B TOM e MecTe,
HO He3aBMCKUMO OT paHee cyluecteoBasLlen AKK. OgHako
C YYETOM BblLLENPUBEAEHHBIX AAHHbIX O KIIOHaNbHOM
xapakTepe knetouHoro cybctpata AKK, npencraeneHHoro
ocTeobnactamu, runotesa o TpaHcdhopmaumm AKK B TOC
MPEeNCTaBIAETCS BrOSTHE BEPOSATHOM.

Tak, Hanpumep, T. Saito u coaBT. coobuwaioT o
BO3HMKHOBeHUM TOC Ha MecTe paHee CyLLECTBOBAaBLLEN
nokanusosaHHon AKK (6e3 ucnonb3aoBaHus nyyeson
Tepanuu) Yepes 5 neT nocrne ee paguKanbHOro NeyveHus.
OuyeBMOHO, YTO B 3TOM Cryyae AJIUTENbHbIA MHTEpBaAnN
Mexny neyenmeM AKK u passutnem TOC nonHocTbio
UCKIIOYaeT AMarHocTuyeckyio owmnbky [13]. M. Kyriakos
n D. Hardy Take onucbiBaloT cnyyan TOC B obnactu
paHee cyulecteoBaBLlei AKK, BosHuKLLel yepes 50 mec
OT MOSABMEHWS NEPBbIX CUMMTOMOB M 28 MeC OT nocnep-
Hero xupypruyeckoro nedenna AKK [14]. P. Anract
M coaBT. coobalT o crnyyae pa3BuTua OUMbpPo3HoN
rucTuoumnTombl y 40-11eTHEr0 MysKUMHbI Yepe3 12 neT Ha
MecTe naTonormyeckoro nepenoMa benpeHHoM KocTH B
cBAsn ¢ AKK [15]. C.C. Hsu u coaBT. onucanu BO3HWK-
HoBeHne TOC uepes 68 Mec nocne xMpypruyeckoro
NeyeHns rucTonornyecku noateepskaeHHon AKK [16].
P. Wuisman u coaBT. pacckasanu o passutun 0OC

Ha MecTe kiopeTaxa AKK ¢ nocnepyioLiein KOCTHOM
nnacTukoit vepes 4 ropa [17].

OpHako B OTnMuMe OT [aHHbIX NUTepaTypbl B
OMWCaHHOM HaMW Cryyae MHTepBan Mesay nepso-
HayanbHbiM gnarHo3om AKK u passutmem TOC 6bin
3HauMTeNbHO MeHbLUe — BCero nuwb okomno 1,5 ropa.
ViMest BBMOY CXOXECTb KIMHUYECKOW, PEHTreHomornye-
CKOM U faske MOPdIONOrMYeckon KapTuHbl 3TUX 2 HO30-
NOrUi, Nepen HaMu CTOSAN HenpocToit (co Bcex Touek
3peHus) BOMPOC: AaHHbIA KIIMHUYECKMIA MpUMep — 3TO0
penKkas KIMHMYeCcKas cuTyauums nepeposkaeHuns nobpo-
KayeCTBEHHON OMyXONW B 3II0KAYECTBEHHYIO WUNK ke
Bbina ponylleHa owmbka Ha OMarHOCTUUYECKOM 3Tane?
YuuTbiBas HanmMume PeHTreHOSIOrMYecKnx u Mopdoo-
NOrMYECKMNX UCCNENOBaHNIA Ha BCeX 3Tanax pasBuTUs
OMyXO0J1, laHHbIX NOBTOPHOIO BHYTPEHHEr0 NepecMoTpa
W BHellHero pedepeHca MOPMONOrMYeCKNX OaHHbIX,
MOBTOPHOIO aHafiM3a pesyfbTaToOB MHCTPYMEHTasIbHbIX
MeTofoB 06crefoBaHus, Mbl C BOMbLLIOW CTENEHBIO BEPO-
ATHOCTU MOMEM 3aKJII0UUTb, UTO Ha NEpBOM 3Tane y
naumeHTa gencteutensHo nmenacb AKK, a passutme TOC
MPOU3OLLIIO NO3aHee B pesynbTaTe 3/10Ka4eCTBEHHON
TpaHcopmaumn AKK unm B KayecTBe «OTOENbHOrO
npouecca» (passutue de novo). OOHAKO KOHEYHbIi
LOCTOBEPHbIN OTBET O TOM, ABMAITCA SN 3TN ONyXOnu
4acTblo OfHOrO NPOLeCcca UNu Xe cenapaTHbIMK 3abone-
BaHWAMU, NOTEHLMANbHO MOXET faTb UCCMEROBaHUE Ha
obHapyeHue reHeTuueckux abeppaumii, xapakTepHbIX
ona AKK B ucxogHoM MaTepuane, a Takxke uHdop-
Maums 06 nx coxpaHeHum/ncueaHoseHnn B TkaHu TOC.
MopobHoe nccrnenoBaHne HaMu NnaHupyeTcs. Mbl Takxe
CuMTaeM, YTo NpoBefeHNe UCCNefoBaHNs A1 BbISBIIEHNS
cneundounuHon ans AKK TpaHcrnokaumu t(16,17) (unm
MMMYHOTrMCTOXMMUYECKOE UCCIefoBaHNe 415 BbISBMEHNS
runepakcnpeccun benka UPS6, BO3HMKalOLLLEV B pe3yrib-
TaTe 9TOW TpaHCNOKaLuMK) LOMKHO paccMaTpuBaTbCs
Kak KpawviHe »kenaTenbHbli QOMOJIHUTENbHBIA METOA
ovdhdepeHUManbHON ANarHOCTUKM B CIOMKHDBIX CIyYasX.
Hanpumep, npu mopdonornyeckon kaptuHe AKK, Ho ¢
COMUAHBIM BHYTPUKUCTO3HBIM KOMMOHEHTOM, paspyLue-
HUEM KOMMaKTHOrO BELLECTBa KOCTW, PELMAMBUPYIOLLEM
WNW KpaiHe arpecCcuBHOM KITMHUYECKOM TeUYeHWUM.

3AKITIOYEHUE

AKK — ofiHa 13 caMbIx YacTbIx NepBUYHbIX [OBPOKa-
YECTBEHHbIX OMyXONel KOCTel y AeTei n NOApPOCTKOB.
KnnHnueckas, peHTreHonormiyeckas u rucTonornyeckas
KapTWHbl conuaHoro BapuaHTa AKK gukTyloT Heobxo-
ovMMocTb andbdepeHuMpoBaTh AaHHoe 3aboneBaHue ¢
NOKanbHO arpecCuBHbLIMU U 3110KaYE€CTBEHHbIMU NaTo-
NOrn4eckMMu npouieccamu. TaTenbHbIN aHanns KIMHW-
YECKMX AaHHbIX, COMOCTaBMIEHNE C JAHHBLIMW STY4YEeBOM
OMarHOCTUKN M MOPAOMOrMYECKUM UCC/Ief0BaHNEM
MOFYT 3HAUNTETbHO YBEIMUWNTb TOUYHOCTb AnarHosa AKK
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¥ MaKCMMarbHO WCKIIIOUNTb BEPOATHOCTb OLIMBOYHON
omarHocTukun. OgHaKo Hall OnbIT Hapsaay C 3apybesk-
HbIMW AaHHbIMU OUKTYeT He0BXOAMMOCTb TLLATENbHOMO
M NPULESIbHOro KaTaMHecTuyeckoro HabnioaeHus 3a
nauveHTamu ¢ AKK ons paHHero BbISIBNIEHUS CITy4YaeB
TpaHcdhopMaummn/paseuTus onyxonu de novo. BoaMoxHO,

Porauesa.

He yka3saH.

MpoBefeHVe NCCNeaoBaHns Ha cneumdmunble ans AKK

TPaHCNOKaunn NO3BOJIUT CHU3NTb PUCK ANArHOCTUYECKUX

OLLNOOK.
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