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Differential diagnosis of teleangiectatic osteosarcoma and aneurysmal bone cyst (literature review)
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The diagnosis of malignant neoplasms of bones often causes difficulties for doctors of all specialties. Despite the fact that many radiological
features of malignant neoplasms have been identified (invasive growth, periosteal reaction, destruction of the cortical layer and the presence
of a soft tissue component), instrumental diagnostics is a difficult task in making a correct diagnosis. Morphological investigation is a mandatory
method for diagnosis, however, at the same time, some nosological units have a similar morphological picture. The differential diagnosis
of teleangiectatic osteosarcoma and aneurysmal bone cyst is a particularly difficult task, because these two neoplasms have not only a similar
histological, but also a radiological picture. The mistaken diagnoses delay the correct diagnosis and, accordingly, the start of treatment, that
affects the patient’s prognosis.
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Teneanruakratuueckass octeocapkoma (TOC) oTHO-
CUTCSI K BBICOKO3JIOKAYECTBEHHBIM OCTEOIUTUYECKUM
BapraHTaM Kjaccudeckoii ocreocapkombl (OC) u Taxk ke,
Kak 1 aHeBpu3MajbHasl KocTHas kucrta (AKK), conepxut
COCYIMCTBIE TIOJIOCTH, pa3neeHHbIE TOHKMMU KOCTHBIMU
neperopoakamMu. Yactora BCTpeyaeMOCTH TaKOIO Bapu-
anta TOC cocraBnsier 1—12 % ot o0luero 4mciia Bcex
OC [1]. TOC yame Bcero nopaxaeT IJUHHBIE TpyO4a-
Thle KOCTH, OTHAKO BCTpevaeTcs Hemano onucaHuii OC,
rnopaxaroleil 0ceBOi CKeJieT. YUUTBhIBash peAKOCTh JaH-
Horo BapuaHTa OC, TIpOrHo3 y NalueHTOB 3TOM I'PYIIIThI
00cyKaJIcs B JIMTepaType Ha IMPOTSKEHUM MHOTHX I€CsI-
Tuietuit. B 1970-x romax coo011anoch 0 HU3KOM BEKMBaA-
eMOCTH 0ONBHBIX ¢ 3TUM BapuaHToM OC, u ObLI caeiaaH
BBIBOJI, YTO MPOTHO3 Y namueHToB ¢ TOC HaMHOTrO XyXe,
yeM npu kitaccuueckoit OC. C tex rmop mosiBUINCH U APY-
TUe OTYETHI, B KOTOPBIX TOKA3aHO, YTO 0O0IIIasl BbLKUBaC-
MocTh y nanueHToB ¢ TOC He oTIM4aeTcs OT MaleHTOB
¢ npyrumu Bapuantamu OC [2]. Kpome Toro, HecKoJabKO
HUccaeaoBaHui mpoaemMoHcTpupoBanu, uro TOC no cpaBs-
HeHuIo ¢ Kiaccuueckoit OC obmamaeT BEICOKOI YYBCTBU -
TEeJIbHOCTBIO K xuMuoTepanuu [3, 4]. Ha cerogHsiHuit
JeHb JiedeHue namueHToB ¢ TOC mpoBoaAUTCS COTJIACHO
npotokojly EURAMOS-1. [To ntaHHBIM MUPOBOIi TUTEpa-
TypbI, 001Iast BbIKMBaeMocTh namueHToB ¢ TOC cocras-
et 70 %. HecMmotpst Ha mporpecc B cdhepe IMarHOCTUKH,
OHa BCE €llle BHI3BIBACT CJIOXHOCTM Yy Bpaueil oTmena
MOP(OJIOTMYECKO U MHCTPYMEHTAJIbHOM TMAarHOCTUKU.
DTO CBSI3aHO C €€ CXOXECThI0 ¢ J0OPOKAYeCTBEHHBIMU
HOBOOOpAa30BaHMUSIMU, TaKUMM KaK TUTaHTOKJIETOUHAs
onyxoib, AKK 1 ap. B cooTBeTcTBUM C KiIaccuduKaiy-
eii BcemupHoii opranuszanuu 3apaBooxpaHenus 2020 .,
AKK — 3T0 mob6pokayecTBeHHOE 3KCITaHCHUBHOE 00pa3o-
BaHUE HESICHOI 3THUOJIOTUH, COCTOSIIEEe U3 MHOTOUMCIICH-
HBIX COCYIUCTBIX ITPOCTPAHCTB, 3allOJTHEHHBIX KPOBBIO,
B OCHOBHOM BCTpeyYaroleecs y AeTeii, TOIPOCTKOB U MOJIO-
IIBIX B3pOCHbIX. B 3aBUCHMOCTM OT MOpPQOIOTHYECKO
KaptuHbl BbiAensior 2 BapuaHTa AKK: knaccuueckwmii,
T. €. KUCTO3HBIH (nopsiaka 90—95 % ciydaeB) U COMAHbIIA
(5—10 %) B 3aBUCMMOCTM OT Mpeo0JIagaHusi TOTO WU
MHOTO KOMIIOHeHTa. B peTpocrieKTMBHOM aHaiu3e, Mpo-
BeZeHHOM B PoccuiicKoli 1eTcKoi KITMHUYECKOi 00IbHU-
11e, TIPY BBIMIOJIHEHUM THCTOJIOTMYECKOTO MCCIICIOBAHUS
B 50 u3 58 ciydaeB ObuTa AMArHOCTUPOBaHA MOPGOIOTHYE-
cKas KapTuHa, HaubOosee xapaktepHas 11t AKK (kuctos-
HBI BApUAHT), a Y OCTABIIMXCS 8 TTALIMEHTOB ObIJT BLISIBJIEH
CoMMIHBIN BapuaHT [5]. Hanbosnee yacToli JoKaiu3anuei
ABIISIIOTCS IMMHHBIE KocTth, Ho AKK Moxer mopaxkaTb
KOCTH 4eperia ¥ TO3BOHOYHUK, YTO TaKXKe XapaKTePHO I
TOC. Xupyprudeckoe JieueHue SIBISIETCS METOAOM BhIOOpa
npu tepanuu AKK, HO Takke MOTYT NIpUMEHSTHCS JTyde-
Basi TepaIusl 1 JIeKapcTBeHHasI TepaItisi MOHOKJIOHAIBHBIM
antutenoM npotuB RANKL-nuranga (meHocyma0) mpu
HEBO3MOXHOCTU BBITIOJTHEHUSI PAIMKAIbHOW OMepaluu.
OmnucaHbl cllydyad 3J710KaueCTBEHHOH TpaHc(opMalun
AKK B OC [6—10].

TOC 6musku ¢ AKK He TobKO 3a cYeT IMoXoxKel Kiu-
HUYECKO# KapTuHbI (Tabj. 1), HO U MOP(OJOrMIECKOro
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nonobus. CienoBaTeNIbHO, THCTOJOTMYECKUIA MaTepu-
an TOC nmoikeH moaBepraThbCs TIIATEILHOMY aHaU3y
C MpUBJIEUYEHHEM HECKOJBbKUX maTtoMopdoioros. M3-3a
JINTUYECKOIO XapaKTepa pocTa OIyX0JI1 OMOIICHsI TOJKHA
OBITh OTKPBLITOI, ¢ 3a00POM JTOCTATOYHOIO KOJMYECTBA
Martepuaa. [lopoii ycTaHOBIIEHME IMarHo3a 3aTsSruBaeT-
Cs1, YTO MPUBOIUT K OTCPOYKE JICYCHUS U HEeOIAaromnpusiT-
HOMY IIPOTHO3Y.

Tadmna 1. Kaunuueckue ocovennocmu TOC u AKK

Table. 1. Clinical features of teleangiectatic osteosarcoma (TOS) and
aneurysmal bone cyst (ABC)

TOC AKK
108 ABC

3oKavuecTBeHHOE 0Opa3oBaHue JoOpokauecTBeHHOE 0Opa3oBaHME
Malignant tumor Benign neoplasm

Yariie Bcero BcTpeyaeTcst y IeTeil, MoAPOCTKOB U MOJIOMIBIX JTHOIEi
Both often found in children, adolescents and young people

Yaine Bcero mopaxaeT JJIMHHbBIE KOCTH, HO MOXKET IOPaXaTh U OCEBOM
CKeJIeT, B TOM YHMCJIe TIO3BOHOYHUK, KOCTH Yepera U KOCTH Tasa
Both often affect long tubular bones, but also affect the axial skeleton
(spine, skull bones and pelvic bones)

2KanoObl 60716HOTO: 60Jb B 00J1aCTH 00pa30BaHUsl, IPUITYXIOCTb,
HapylieHue GyHKINK
Patient’s complaints: pain in the lesion, swelling, dysfunction
Xupypruueckoe JieueHue (peaKo
JTydeBas Tepariusi/TapreTHast
Teparnmus)

MynbTUAMCUUTUTMHAPHBIA MO -
XOJI (XUMUOTEPAIsI, XUpypruye-
CKOE JIeYeHue)

Multidisciplinary approach Surgical treatment (rarely radiation
(chemotherapy, surgical treatment) therapy/targeted therapy)

[ncronornyeckoe 3aKIIOYEHNE N MHCTPYMEHTAIbHASI IMarHOCTHKA
Histological conclusion and instrumental diagnostics
|

IIpu mopdonornueckom uccienoBaHuu oba obpa-
30BaHUS XapaKTEepU3YIOTCS IPEUMYIIECTBEHHO KHCTO-
3HBIMM, 3allOJJHEHHBIMM KPOBBIO  IPOCTPAHCTBAMM
C KOCTHBIMM Tieperopoakamu. HecMmorps Ha o01iyio
MOP(DOJIOTUYECKYIO CXOXKeCTh, Ha TepBbIii B3rsia, TOC
UMEET PSIT OTIMIUTEIBHBIX TTPU3HAKOB, TPUCYIIUX TOJb-
ko 3HO [11].

Makpockonuueckue IpU3HAKW: TeMopparudyeckoe
MYJBTUKHCTO3HOE O0pa3oBaHUE, 3aIllOJIHEHHOE CIYCT-
kamu KpoBu. TOC omuchIBaIOT KaK «MEIIIOK C KPOBBIO».
Onu npuMepHo Ha 90 % cOCTOST U3 KUIAKOCTHOTO KOM-
noHeHTa. K1CTO3HBIE MPOCTpaHCTBA MOTYT 3HAYUTEIHBHO
pa3IMyaThes MO pa3Mepy M MHOTIA JOCTUTaTh HECKOJIb-
KMX CAaHTUMETPOB B nuamMeTtpe. Yaiie Bcero HabmogaeTcs
yepenoBaHWe KPYIMHBIX KMCTO3HBIX M T'yOYaThIX y4yacT-
KoB. IpaHulIbl oyara OOBIYHO XOPOIIO OIpEeessIIoTC,
HO YacTo HaOMIOMAIOTCS MPU3HAKW WHBA3UBHOTO pOCTa
¢ OOILIMPHOI HEMPaBWILHOM JeCTPYKIUEe KOPTUKATbHO-
TO CJI0sI, TIOJTHBIM HapyllleHWeM HEeIPepbIBHOCTU 1 MHBA-
3UEN B MIATKHE TKAHU.

MukpocKonmuyeckue TpU3HAKU: TUCTOJOTUYESCKU
TOC xapakTepu3yloTcsl NMPEUMYIIECTBEHHO KHUCTO3HBI-
MU, 3aMOJIHEHHBIMU KPOBbIO ITPOCTPaHCTBaAMHU ¢ (pUOpo3-
HBIMM nieperopoakamu, rmogooHsiMu nipu AKK, ogHako
neperopoaku npu TOC comepxKaT aTUITMYHBIE CTPOMAab-
HbI€ KJIETKU C SIACPHOM TMIIEPXPOMA3UEI, BEIPAXKEHHBIM
wieomopusmMom u atunueir (puc. 1). YrosiieHHBbIE
TEePEeropoaKu C y3J10BaTOCThIO, HAPSIY C HAJTUIMEM 3JI0-
KAaYeCTBEHHBIX KIETOK C SIAEPHBIM IIJICOMOPGHOUZMOM
U KJIETOYHOM aTUIMEN, MUKPOCKOIIMYECKU OTIUYAIOT
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TOC ot AKK (puc. 2). IIpucyTcTByeT mMaToJIOrnIeCcKuii
OCTeOU, HAIIOMMHAIOIIUI «KpYyXeBo». B momosHeHue
K KHCTO3HBIM IIPOCTPAHCTBAM MOXKHO YBMICTh MEHee
ATUITMYHbIC YIACTKKM C MHOTOSIACPHBIMU KJIETKAMU, CME-
LIAHHBIMU CO CTPOMAJIbHBIMU KJIETKAMU 1 MaKkpodaramu,
HACBIIICHHBIMU TeMOCUICPUHOM.

a 0

Puc. 1. Mopgonoeuueckas kapmuna TOC: a, 6 — mkanb onyxonu npeocmag-
AeHa KUCMO3HbIMU NOAOCMAMU, 3ANOAHEHHbIMU KPOBbIO (a4 — 0KPAacKka eema-
mokcuauHom u 203unom, X 10; 6 — okpacka eemamoKcuAuHoOM U 303UHOM,
x 100); 6, 8 — cOAUOHBLI KOMNOHEHM COCMOUM U3 HEONAACMUYECKUX KAeMOK
¢ BbIPAdCEHHOI amunuell, MmakKice Ha 6ceM NPOMSAICEHUU ONPedeasiiomcs
2UeaHMCKUe MHO20510epHble KAemKU N0 MUnY 0CMeoKAacmos (6 — okpacka
2eMAMOKCUNUHOM U 303UHOM, X 230); 8, ¢ — (hOKaAbHO npociexcusaemcs
20MO2eHHbLI 203UHODUABHBIIL MAMPUKC (namoao2u4ecKuil ocmeoud), onpe-
denstomes gueypvl Mumosa (e — oKpacka eemMamoKCUAUHOM U I03UHOM,
% 390). Pomo u3 apxuea namoa020aHamMoOMU4ecKoeo omoenenus omoena
MOpghoaoUHeCKOl U MONCKYASAPHO-2eHeMUHeCKOoll OUAeHOCMUKY OnyXoAell
HMHI] onkonoeuu um. H.H. baoxuna Munszdpasa Poccuu

Fig. 1. Morphological picture of the TOS: a, 6 — the tumor tissue is represented
by cystic cavitiesfilled with blood (a — stained with hematoxylin and eosin, % 10;
0 — stained with hematoxylin and eosin, x 100); 6, ¢ — the solid component
consists of neoplastic cells with pronounced atypia, also throughout, giant
multinucleated cells are identified by the type of osteoclasts (¢ — stained with
hematoxylin and eosin, < 230); 6, ¢ — a homogeneous eosinophilic matrix
(pathological osteoid) is focally traced, the figures of mitosis are determined
(e — stained with hematoxylin and eosin, < 390). Photo from the archive
Pathology Department of the Department of Morphological and Molecular
Genetic Diagnosis of Tumors at N.N. Blokhin National Medical Research
Center of Oncology, Ministry of Health of Russia

Hns  AKK xapakrepHa tpaHciaokauusi t(16;17)
¢ yuactueM oHkoreHa USP6 (TRE2 wnu TREI7), 4To He
Habmonaercs npu TOC. OpHako y TOC umerorcsi cBou
LIMTOTEHETUYECKUE aHOMAaIuM, TaKue KaK MyTalluu
BreHax TP53u RBI[11].

Pentrenonornyeckue mpusHaku TOC (puc. 3) Tak-
K€ MOTYT OBITh IOPA3UTEIbHO CXOXM C TaKOBBIMU IIPU
AKK (puc. 4). TOC BoIISIAUT KaK OOIIMPHOE JUTUYC-
CKOe TIopaXkeHHe Ha BCeM IPOTSIKEHMU C pa3pylIeHUeM
KOPTUKAJIBHOTO CJIOS Y MPUCYTCTBMEM MAacCHBa MSTKHMX
TKaHeil. TOC BbI3bIBaeT pa3pylleHre KOCTU 0e3 CKIIepo-
TUYECKOro Kpasl, o0bluHO Habmogaemoro nmpu AKK, uro
SIBJIICTCSL OTIMYUTEIbHBIM npu3HakoM. TOC B cBsI3U cO
CTPEMUTEJbHBIM POCTOM 00pa30BaHUS MOXKET BbI3BaTh
KPOBOM3JIUSIHUAE, KOTOPOE YacTO IPHMBOAUT K 0oOpa3o-
BaHUIO YPOBHEW XUAKOCTH, YTO SIBJISIETCS XapaKTEPHOU
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a 7

Puc. 2. Mopgoroeuneckas kapmuna AKK: a, 6 — mHOeouucreHHble
KUCMO3Hble NOAOCMU, 3AN0NHEHHbIe KPOBbio (4 — OKPACKA 2eMamoKCUAU-
HOM u 203uHOM, X 10; 6 — OKpacka eeMamokcuauHom u 303uHom, x 30);
0, 6 — CONUOHDLI KOMNOHEHM COCMOUM U3 MOHOMOPGHbIX (hubpobaacmono-
000HBIX KAEMOK C HAAUYUEM PACCESHHBIX USAHMCKUX MHO20SI0ePHbIX Kae-
MOK (8 — 0KpACKa 2eMamoKCUAUHOM U 303UHOM, X 150); e — no nepugepuu
npenapama onpeoesromcs: KOCmHwle 0aiKu, OKPACKA 2eMAamoKCUAUHOM
u 303unom, % 390. Domo u3 apxuea namon020aHAMOMUHECKO20 OMOeAeHUs
omodena mopghoaounecKol u MONeKYASIPHO-2eHeMU4ecKoll OUaeHOCMUKU
onyxoneit HMHIL] onkonoeuu um. H.H. Baoxuna Munsopasa Poccuu

Fig. 2. Morphological picture of ABC: a, 6 — countless cystic cavities filled
with blood (a — stained with hematoxylin and eosin, x 10;, 6 — stained
with hematoxylin and eosin, x 30); 6, ¢ — a solid component consists of
monomorphic fibroblast-like cells with the presence of scattered giant
multinucleated cells (¢ — stained with hematoxylin and eosin, x 150);
2 — bone beams are determined along the periphery of the drug, stained with
hematoxylin and eosin, x 390. Photo from the archive Pathology Department
of the Department of Morphological and Molecular Genetic Diagnosis of
Tumors at N.N. Blokhin National Medical Research Center of Oncology,
Ministry of Health of Russia

ocobeHHocThlo AKK. OpHako camo pacnpenejieHUe
ypoBHeii xuakoctu mnipu TOC gpisieTcsl elle OIHUM
BaxKHBIM €ro Mpu3HakoM, nockojbky nmpu TOC oHu, Kak
MpaBUJIO, HEMOJHbIE U HAXOMSATCS Ha nepudepun oyara.
TinarenpbHas oLeHKa MEPEropoloK U HaJIMYKMe KOCTHOTO
MaTpuKca TakKe BaXXKHbI ISl TTOCTAHOBKM IMPaBUJIBHOTO
nuarHosa. Ileperopoaku npu TOC, kak mpaBuio, TOJ-
ctblie. KOCTHBIIE MaTpuKc, OOBIYHO He HaOtomaeMblil
npu AKK, yacto easa 3amereH B ciaydasx TOC. OH nyu-
1Ie BBISIBISIETCS Ha KomIbioTepHoil ToMorpacduu (KT)
(85 %), uem Ha peHTreHorpammax (58 %), 1 MOXET ObITb
JIETKO TMPOMYIIeH JAaXe MPU MarHUTHO-PE30HAHCHOM
tomorpaduu (MPT) [12, 13].

Ha cepuu cHumkoB KT npaBoit HUXHei# KOHEUHOCTH
y MalMeHTKU ¢ MOPDOJOTUYECKU MTOATBEPXKICHHBIM qra-
rHo3oM AKK HaGaonaercs (puc. 5):

1. Kucto3Hoe obOpa3oBaHNe B AMCTAJIbHOM 2MUMETa-
nuraduse rpaBoii 60abIIe0epLIOBOM KOCTH.

2. CtpykTypa oOpa3oBaHUsI MPEUMYIIECTBEHHO HU3-
KOILJIOTHAsi HEOMHOPOIHAS.

3. IlepuocTanbHas peakuus B BUAE JMHEHHOTO Mepuo-
cTo3a.

4. BagyTue KoCcTu, ICTOHUYEHUE U pa3pyllIeHue KOPKO-
BOTO CJIOSI.
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Puc. 3. Peumeenoepaghus npasoii naeuesoii kocmu, npusiaku TOC: Haau-
yue KUCMO3HO-CONUOHBIX YUACMKO8 € YPOGHEM IHCUOKOCMb—ICUOKOCHb,
30H KPOBOUBAUAHULL U HEKPO3d, AHAN0SUYHBIX NO CIPYKMYPe 80 GHEeKOCH -
HOM KOMNOHeHme, pAChOAA2alueMcs N0 MeOUanNbHoll NOAYOKPYICHOCHU
xocmu. Ha s3mom npomsijicenuu KopKoablil cA0U HEPABHOMEPHOU MOAUUHYL,
mecmamu paspyuier. Domo u3z apxuea 0emcko20 omoeneHus peHmeeHoou-
ACHOCMUKU KOHCYAbmamueHo-ouazHocmu4eckoeo yenmpa OIbY «HMUI]
onkonoeuu um. H.H. broxuna» Munzopasa Poccuu

Fig. 3. Radiography of the right humerus, signs of TOS: the presence of
cystic solid areas with a liquid—liquid level, areas of hemorrhage and
necrosis, similar in structure in the extracosteal component, located along
the medial semicircle of the bone. Along this stretch, the cortical layer is of
uneven thickness, destroyed in some places. Photo from the archive Pediatric
Radiology Department of Consultative and Diagnostic Center at N.N. Blokhin
National Medical Research Centre of Oncology, Ministry of Health of Russia

Onnako 'y TOC uMeroTcst OTIMInTe TbHbIC TTPU3HAKYT
(puc. 6):

1. decTtpykiuus qradusa mpaBoii mie4yeBoii KOCTH.

2. OcTteobyiacTUYeCKUil KOMITOHEHT.

3. OCTeONUTUYECKUIT KOMITOHEHT.

4. PazpylieHrue KOPKOBOTO CJI0SI.

5. ronpyaThblii MepuocTos.

6. BHEKOCTHBII KOMITOHEHT OITyXOJIH.

O0cyxneHue

C y4eToM CXOXHMX PEHTTEHOJIOTMYECKUX, a TaKxXKe
MUKpockonuueckux mnpusHakoB TOC u mpenactaBisiioT
AKK mpencrasiseT codboii HEMPOCTON AUArHO3 B OHKO-
opToreanu u nerckoit oHkonoruu. B 2018 r. samoHckue
yueHbIe B CTaThe, OnmyosmKoBaHHoO# B “Journal of Bone
Oncology”, onucanu otimuutesbHbie yepTel TOC. Tlpu
TOC ormeuanuch 0ojiee BBICOKME MOKa3aTeau KOJIMYe-
CTBa TPOMOOLMTOB, JEWKOIMUTOB, IIEJOYHOU docda-
Ta3bl U JakTaTaeruaporeHasbl B otanune ot AKK [14].
OnHako gaHHBbIE JlabopaTOpHBIE MoKa3aTeJu He BCerma
MOTYT TIOMOYb B auddepeHInaTbHON ITHATHOCTHKE
5TuX 2 HoBooOpaszoBanuit. B 2020 r. Zishan et al. npo-
BEJIM PETPOCIIEKTUBHOE HCCJeI0BaHKEe, B KOTOPOe ObLIU
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Puc. 4. Penmeenoepaghus npasoii HuvicHeil KoneuHocmu. XapakmepHole
onss AKK usmenenus: oucmanvrolii memaouaghus npasoii 601butebepyo80ii
Kocmu pe3ko 0eghopmuposan, ymoauer, 630ym 3a cuem HAAUHUsS KUCHO-
n0000H020 00PA308AHUS HENPABUNbHOU (HOPMbL, ¢ 00B0AbHO HYEMKUMU
CKAEPO3UPOBAHHBIMU KOHMYPAMU, HEOOHOPOOHOU SYeUCMOll CMpYKMypbl.
Kopkoeblii croit npaeoii 60aviuebdepy060ii KOCMU 8 30He NOPANCCHUS PE3KO
ucmon4eH, 80016 nepeoHeHapyICHOL NOBEPXHOCMU ONPedensiomcs NAMoAo-
euyecikue Haonromol. Pomo u3z apxuea demckoeo omoenenus: peHmeeHooua-
CHOCMUKU KOHCYAbMamuero-ouazHocmuyecko2o uenmpa OIbY «HMHUI]
onkonoeuu um. H.H. broxuna» Munzopasa Poccuu

Fig. 4. Radiography of the right lower limb. Specific changes of ABC: the distal
metadiaphysis of the right tibia is sharply deformed, thickened, distended due
to the presence of a cyst-like formation of irregular shape, with fairly clear
sclerosed contour and inhomogeneous cellular structure. The cortical layer of
the right tibia in the affected area is sharply thinned, pathological fractures
are determined along the anterior-outer surface. Photo from the archive
Pediatric Radiology Department of Consultative and Diagnostic Center at
N.N. Blokhin National Medical Research Center of Oncology, Ministry of
Health of Russia)

BrutoueHsl 183 mamenta ¢ TOC u AKK (cpenu Hux Obutn
U Jgety, U B3pocible nmauueHTthbl) [15]. TTo manusiM KT
ObUIM TMPEIJIOXKEHBI CJEAYIOIIuE PEHTTeHOJIOTUYECKUE
npusHaku, omnvatomue AKK or TOC:

*  MEHbIIMA pasMmep Oomnyxoau (MakCUMaJbHBIN
CpenHMi1 pa3Mep cOCTaBIIsT 46 MM 110 CpaBHEHUIO ¢ 95 MM
s TOC);

*  OTCYTCTBME OOBEMHOTO MSITKOTKAHHOTO KOMITOHEHTA;

*  0ojee 2/3 ouara 3aItOTHEHO XKUIKOCTBIO.

Ha cerogHsuiauit aeHb UIeHTUPUIIUPOBAHBI 3 OCHOB-
HBIX Mopdosiornyeckux rpuszHaka AKK:

1. KyieTouHbBIii KOMIIOHEHT, KOTOPBIA BKITIOYAET OCTEO-
KJIaCTOINOI0OHBIE MHOTOSIIEPHBIE TUTAHTCKUE KJIETKU, 9KC-
TMIPECCUPYIOIIME BBICOKME YPOBHM aKTWBATOpa peELENTopa
anepHoii kanma-6eta RANK, u Heoractuyeckue ctpo-
MaJibHbIe ¥ MUO/(UOpOOIaCTUIECKIE KIIETKH, SKCTIPECCH -
pytoire Boicokre ypoBHM iuraHnaa RANK (RANKL).

2. ®uOPO3HBII KOMITOHEHT, COJIepKallnii KOJUTareHo-
BBIA BHEKJIETOUHBI MaTPUKC.

3. OcTeouaHbIif KOMITOHEHT, COCTOSIIWI W3 Opra-
HHUYECKOTO KOCTHOTO MaTpukca, JeNOHUPOBAHHOTO
ocreobacTaMu; LMUTOJIOTUYECKAs aTUIIMS He MpPUCYT-
CTBYET, HEKpO3 BcTpevaeTcs peako [12].

0630pb! nuTepatypbl // Literature reviews
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Puc. 5. KT npasoii nuscneii koneunocmu — duaenoz AKK. @omo uz apxusa
demckoeo omodeneHusi peHmeeHOOUASHOCIUKU — KOHCYAbMamusHo-0ua-
enocmuueckoeo yenmpa PIBY «HMHUI] onxonoeuu um. H.H. Broxuna»
Munzdpasa Poccuu

Fig. 5. CT scan of the right lower limb — ABC. Photo from the archive
Pediatric Radiology Department of Consultative and Diagnostic Center
at N.N. Blokhin National Medical Research Center of Oncology, Ministry
of Health of Russia

Eme onmnoit creuudpukoit TOC sgBiaseTcs Hanuuue
IaTOJIOTMYECKUX TiepesioMoB. YacTora BO3ZHUMKHOBEHMS
MaTOJOTUUECKMX TepeioMoB y naimeHToB ¢ TOC Bhile,
yeM y 00JbHBIX ¢ apyrumu Bapuantamu OC (17—43 %
npotuB 6—13 %) [16]. PaHee maTolornyecKuii mepesiomMm
pacLeHUBAJIC KaK HeOJIaronpusITHHIA NPEeAUKTOP, OdHA-
ko Colomina et al. cooGuIuIM 00 UCXOIe IeYeHMS 8 Mmalu-
eHToB ¢ TOC, y 4 13 HUX C TTATOJIOTUYECKUM MEPEITOMOM.
OHM omnucajau, YTO HaJIMYMe IMATOJOTUYECKOIrO Mepesio-
Ma He yXYIIIaJo MCXOJ 3a00JIeBaHUS M UMEJIO CXOIHbIE
IOKa3aTe/ I BBDKMBAEMOCTH, YTO U Y OOJIbHBIX 0€3 IaTo-
JIOTUYECKUX IepesioMoB [1].

IToMUMO PEHTreHOJOTUYECKUX U MOP(POIOTUIYECKUX
METOJIOB  MOJIEKY/ISIDHO-T€HETUYECKOE  MCCIIeOBaHUE
TakxXe SBISETCS TOMOIIHMKOM B IUddepeHInanbHOI
muarHoctuke TOC u AKK. JlokazaHo, 4To 0cO0OYyI0 pOJb
B naroreHe3e OC urpatot myrtamus reHa 7P53 u uHaKTU-
BalMs reHa-cynpeccopa RBI, acCOouMMpOBaHHOIO C pa3-
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Puc. 6. KT naeuesoii kocmu — duaenoz TOC naeuesoii kocmu. Pomo u3
apxuea 0emck020 omoeneHus: pPeHmMeeHOOUACHOCMUKU KOHCYAbMamug-
Ho-O0uaenocmuueckozo yeumpa PIbY « HMHUI] ouxonoeuu um. H.H. bao-
xuna» Munszopasa Poccuu

Fig. 6. CT scan of the humerus — TOS of humerus. Photo from the archive
Pediatric Radiology Department of Consultative and Diagnostic Center
at N.N. Blokhin National Medical Research Center of Oncology, Ministry
of Health of Russia

BUTHEM HE TOJIbKO HACJEICTBEHHON PEeTMHOOIACTOMBI,
Ho u OC, a TpaHciokaiust t(16;17) ¢ BoBIeueHHEM TeHa
USP6 siBnsiercs crieunbuuHoi nist AKK.

3akmouenue

Hns yenemHoro jgeyeHust 3HO kocrteil HeoOXonuMbl
HE TOJBbKO MYJBTUAMCUUILUIMHAPHBIA MOAX0 B Teparuu,
HO U CBOEBpEMEHHasl U BepHas IMOCTaHOBKa JuarHosa.
TOC BbI3BIBAaET CIOXHOCTU B AMArHOCTUKE, YUUTbIBasI
HU3KYI0 4YacTOTy BcTpedyaeMocTu M cxoxecTb ¢ AKK.
B HeonHO3HAYHBIX AMArHOCTUYECKMX ClIydasix XKeJja-
TeJIbHO TMPOBEACHUE LIMTOIeHETUUYECKOTO UCCAeI0BaHUs
Ha Hajaumuue TpaHciaokauuu t(16;17) win mpoBedeHue
MMMYHOTMCTOXUMUYECKOTO UCCIIeI0OBAHUS JIS1 BbISIBJIE-
Hus aKcnpeccun 6enka USP6. CoBpeMeHHBII AMarHoc-
TUYECKUI aarOpuTM [Jisd mocTaHOBKM auarHoza AKK
npeacTaBieH Ha puc. 7.
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OwnarHoctuka

Diagnostics

WHcTpyMeHTanbHas gnarHocTmka
Instrumental diagnostics

- KT nopakeHHON KOHEeYHOCTHN
- CT scan of the affected limb
- MPT nopaeHHO KOHEYHOCTUN
- MRI of the affected limb
- Y3WU mAarknx TkaHem
nopakeHHON KOHeYHOCTI

- Ultrasound of the affected limb

- PeHTreHorpa¢ua nopakeHHom
KOHEYHOCT!U

- Radiography of the affected limb

Puc. 7. Auaenocmuxa AKK u TOC
Fig. 7. Diagnosis of ABC and TOS

lmcTonornyeckoe
nccnepoBaHune
Histological study

Mopdonornyeckasa sepudpunkauus
Morphological verification

MmmyHorncroxummyeckoe
nccnegoBaHue
Immunohistochemical
study

MoneKkynapHo-reHeTn4yecKoe

ncanegoBaHme

Molecular-genetic study
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