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BeepeHue. [puHaTo cuutath, 4TO AefnddepeHUMPOBAHHAA XOHAPOCAPKOMA ABNAETCA pe3ynbTaToM TpaHcdopmaLmu
XOH[POCapPKOM HU3KOM cTeneHu 3nokavectBeHHocTH (I n IT cTeneHeit) B capKoMy C BbIpaXeHHbIMU NPU3HAKaMU KIIETOYHO-
TKaHeBO aHannasuu ¢ 6onee arpeccUBHLIM KNMHUYECKUM TeueHHeM. Tpu moptonoruyeckom uccnepoBaHuu aegndoe-
pEHLMPOBAHHbIX XOHAPOCAPKOM YAAETCA OOHAPYXUTb NPUCYTCTBUE NPEACYILECTBYIOLLEH TKAHN XOHAPOCAPKOMbI HU3KOM
CTeneHu 3nokayecTBeHHocTH. [leancddepeHLnpoBaHHaa XOHAPOCAPKOMaA cocTaBaseT okono 10 % Bcex XOHAPOCAPKOM.
Haubonee yacTo 3ta onyxonb N0Kanu3yetcs B 6PeHHOM KOCTU, KOCTAX Ta3a U nieyeBoil KOCTU. HepeakuM KIMHUYECKUM
ocnoxHeHuem feanddepeHLMpoBaHHO! XOHAPOCAPKOMbI ABAAETCA BO3HMKHOBEHME NaTON0rMyeckoro nepenoma. [ina gaH-
HOro 3a60/1eBaHNsA XxapaKTepHO 6osee arpeccMBHOE TeYEHWE C HEBNAroNPUATHEIM MPOrHO30M MO CPABHEHUIO C KOHBEHLM-
OHasnbHbIMKU BapUaHTaMU XOHAPOCAPKOMbI.

Llenb uccnepoBaHus — AetanbHoe U3yYeHue AaHHbIX 1ab0paToOpHOTo, KNMHUYECKOTO, Ty4eBOr0 U MOPGOI0r1yeckoro 0b-
CnefoBaHNii NaUMEHTOB C Pa3fMYHbLIMU BapuaHTaMu XOHAPOCAPKOMbI AN1S AeTanu3alum anroputma o6cnefoBaHus u guar-
HOCTUKM BennddepeHLMpoBaHHO! XOHAPOCAPKOMbI.

Marepuanbl u MeToAbl. 3a nepuoa ¢ 2008 no 2022 r. 6bINM NPoaHaNM3UPoBaHbl aHHble 160 NaLMEHTOB C XOHAPOCAPKO-
MaMu pasiMyHbIX NOKanM3auuit ¢ pasHoii cteneHbio guddepeHUMpoBKU. [IMarHo3 «xpaiwesas onyxoby» 6bi1 NocTaBeH
BCeM GONbHBIM MO pe3yNbTaTaM KNMHUYECKOTO U JIy4eBOro 00CNe0BaHNA, a TakxKe npefonepaumoHHoi buoncuu. luarHos
«aeanddepeHLMpoBaHHaa XOHAPOCapKOMay ycTaHoBneH 30 naunenTam. JlyyeBoe nccnefoBaHne BKIKOYANO0 HECKObKO
MeTof0B (peHTreHorpaduto, PEHTFEHOBCKYIO KOMMbIOTEPHYIO U MarHUTHO-PE30HAHCHYI0 TOMOrpaduio) U pexumMoB obcne-
A0BaHMA nauueHToB. Mopdonornyeckas AUarHocTMKa BKIKOYANa NpUMEHeHWe PYTUHHbIX METOA0B FMCTONOrMYECKOro
MCCNefoBaHNA C PeXUMaMK WaaALen fekanbLMHaLUM 1 nocneayoLwmnm NpuMeHeHneM uMMyHoructoxummuyeckoro (PD-L1,
PU-1, CD8, CD20, Ki67, CD34) u reHeTuyeckoro uccneposanuit (IDH1/IDH2).

Pe3ynbratbl. 113 160 60/1bHbIX Ha 3Tane NpefonepaLMoHHOi B1oncun auarHo3 «aepnbdepeHuMpoBaHHan XOHAPOCaPKO-
Ma» BepudULMPOBaH NNUWb Y 6 GONbHBIX. Y 4 NALMEHTOB 3anofo3peHa BO3MOXKHOCTb TPaHCHOPMaLMU XOHAPOCAPKOMbI
B HU3KOAM(DDEpeHLMPOBaHHYIO CAPKOMY HEXPALLEBOI CTPYKTYypbl. Ha 3Tane nccnefosaHma nocneonepauMoHHOro marte-
puana anarHos «aeauddepeHLMpoBaHHas XOHAPOCapKOMa» NOATBEPIKAEH Y 4 BONbHbIX C NOAO3PEHUEM Ha bonee 3N10Ka-
YeCTBEHHYIO TPaHCHOPMaLMIo ONYXONW U BHOBb YCTaHOBNEH elle y 20 nauueHToB. HeaHauuTenbHo npeobnagany nauueHTKu
eHckoro nona (19/11). CpepHuit Bo3pacT 60/1bHbIX cocTaBun 59 neT. MaTonoruyeckuii Nepenom Ha npefonepaLmoHHOM
3Tane BbifBAEH y 6 nauneHToB. MpakTyecku B TpeTn ciyyaes (36 %) oTMeuanocb NOHMXeEHUe cTeneHu andoepeHLMpos-
KW XOHAPOCApPKOM MO CPaBHEHUIO C NpefonepaLnoHHoil Guoncueil. I TaKTUKM BEeHWA [aHHbIX NALMEHTOB TaKxe He-
ManoBaXHO, YTO NPUBAN3UTENBHO B 13 % CyyaeB XOHAPOCAPKOM HABNIOAAETCA pPeLUANBUPOBAHNE C MOHMKEHNEM CTe-
neHun guddepeHLMpOBKU ONyXonu.

3akntoyeHune. CtaHfapTOM NeYeHUs XOHAPOCAPKOMbl OCTAeTCA paAuKanbHas XMpypruyeckas pesekuuns, 3hheKTUBHOCTb
Jly4eBOii U XMMUOTEPaNUM OrpaHUYeHa, HO Ype3BbIYaHO BaxHa Npyu fAeanddepeHLMpoBaHHOM BapuaHTe 3a00neBaHus.
JaHHble 06CTOATENbCTBA NPUBENN K UCMOb30BAHWIO UMMYHOTEPANNUM ONYXONeN, HALeNeHHO Ha MOMCK NOTEHLMANbHOTO
NpUMeHeHUs UMMYHHOTO OTBETA A1 PaCno3HaBaHUA U TMOeNV KNETOK pasNMyHbIX 3710KAaYECTBEHHbIX HOBOOOPa30BaHMiA,
B TOM Yucne feanddepeHLMpoBaHHON XOHAPOCAPKOMbI. B CBA3M C 3TUM NepCnekTUBHbIM HanpaBieHWeM UCcnefoBaHui
ABNAETCA OnpefeneHne 3HayeHUs Makpoaros, aCCOLMMPOBAHHBIX C OMYXOJbIO, @ TaKKe ONyXOnb-UHOUALTPUPYIOLLNX
NMMGOLMTOB KaK MpoonyxoseBbix hakTopos U 6UOMapKepOB, BAUSIOWMX HA KTMHUKO-MOP(ONOr1YeCKUe XapaKTepuUCTUKK
PasNnUYHbIX OHKONOTUYECKUX 3a60neBaHuN.

KnioueBbie cnoBa: TpaHcdopmaums onyxonu, HeauddepeHunpoBaHHas nneomopdHas capkoma, reHsl IDH1 u IDH2, nu-
raHg peLenTopa NporpamMMUpyemMoi KneTouHoi ru6enu 1, onyxonesoe nosne
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DIFFERENTIATED CHONDROSARCOMA, VARIANTS OF TRANSFORMATION
OF THE SARCOMATOUS COMPONENT OF THE TUMOR

E.V. Kozlova, 1.V. Bulycheva, A.V. Fedorova, E.A. Sushentsov, O.V. Kovaleva, N.E. Kushlinskii
N.N. Blokhin National Medical Research Center of Oncology, Ministry of Health of Russia; 24 Kashirskoe Shosse, Moscow 115522,

Introduction. It is generally accepted that dedifferentiated chondrosarcomas are a result of transformation of low-
grade (grade I and II) malignant chondrosarcomas into sarcoma with marked signs of cellular and tissue anaplasia
with more aggressive clinical progression. Morphological examination of dedifferentiated chondrosarcomas allows
to detect presence of pre-existent low-grade malignant chondrosarcoma tissue. Dedifferentiated chondrosarcomas com-
prise about 10 % of all chondrosarcomas. Most frequently, this tumor is located in the femur, pelvic bones, and humerus.
A common clinical complication of dedifferentiated chondrosarcomas is pathological fracture. This disease is character-
ized by more aggressive progression with unfavorable prognosis compared to conventional types of chondrosarcomas.

Aim. To study in detail the data of laboratory, clinical, radiological and morphological examinations of patients
with different chondrosarcoma types for refinement of the algorithm of dedifferentiated chondrosarcoma examination

Materials and methods. Between 2008 and 2022, data of 160 patients with chondrosarcomas of varying locations
and differentiation were analyzed. Diagnosis of “cartilaginous tumor” was made in all patients after clinical and radio-
logical exams, as well as preoperative biopsy. Diagnosis of “dedifferentiated chondrosarcoma” was made in 30 patients.
Radiological exam included several methods (X-ray, X-ray computed tomography, and magnetic resonance imaging)
and modes of patient examination. Morphological diagnosis included routine techniques of histological analysis
with gentle decalcification and subsequent immunohistochemical (PD-L1, PU-1, CD8, (D20, Ki67, CD34) and genetic

Results. Among 160 patients, preoperative biopsy verified the diagnosis of “dedifferentiated chondrosarcoma” only in 6 pa-
tients. In 4 patients, the possibility of chondrosarcoma transformation into poorly differentiated sarcoma of non-cartilagi-
nous structure was suspected. At the stage of postoperative material examination, diagnosis of “dedifferentiated chondro-
sarcoma” was confirmed in 4 patients with suspicion of more malignant tumor transformation and newly made in 20 more
patients. Female patients were a little more common (19/11). Mean patient age was 59 years. Pathological fracture
at the preoperative stage was observed in 6 patients. In almost one third of the cases (36 %), decreased differentiation
of chondrosarcoma compared to preoperative biopsy was observed. It is important for management of these patients
that in approximately 13 % of chondrosarcoma cases, recurrence with decreased tumor differentiation is observed.

Conclusion. Radical surgical resection remains the standard treatment of chondrosarcoma as the effectiveness of radio-
and chemotherapy is limited though it remains important in dedifferentiated type of the disease. These circumstances
lead to the use of tumor immunotherapy targeted at the search for potential use of the immune response for recognition
and killing of various malignant cells including dedifferentiated chondrosarcoma. Consequently, a promising research direc-
tion is determination of the significance of tumor-associated macrophages, as well as tumor-infiltrating lymphocytes as an-

Keywords: tumor transformation, undifferentiated pleomorphic sarcoma, IDH1 and IDH2 gene, programmed death ligand-1,
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BeepeHue

XoHApocapKkoMa — 3JI0KAYeCTBEHHAsI OIyXOJb, Xa-
pakTepu3ylolascs HaIMIreM XOHAPOreHHoM nuddepeH-
LMpOBKHU. B GosbinHCTBe citydaeB (y 75 % malueHTOB)
BCTpeYaeTcsl MepBUYHAs LIEHTPalIbHAsI XOHAPOCAPKOMA.
Pexe (15 % ciydyaeB) HOBoOOpa3oBaHUE Pa3BUBAETCSI
Ha (poHE IIPENCYIIECTBYIONMIEC OCTEOXOHAPOMBI (BTOPUI-
Has riepudepudeckas XxoHapocapkoma). IToMrnmMo o0bIa-
HO#1 (OPMBI BBIACISAIOT HECKOJbKO PEIKUX IOATUIIOB
XOHIIPOCAPKOMBI, TAKMX KaK IIEPHUOCTAJIbHAS, CBETIOKIIC-
TOUHasI, Me3eHXMMaJbHas 1 nenuddepeHIMpoBaHHAS

CapKoMbl KOCTel, MATKNX TKaHeN 1 OMyXONU KOXK

XoHIpocapkoma. [lociemHunii mOOTUII COCTABJISIET MEHee
10 % Bcex XOHIPOCAPKOM M MOP(OJIOrMYEeCKH XapaKTe-
pu3yeTcs 2 KOMIIOHEHTaMM: BbICOKOAM(MhepeHIIMPOBAHHOMI
3JI0KaYECTBEHHOI XOHAPOTEHHOM OIYXOJIbIO U HU3KOIU(-
(bepeHIIMPOBAaHHBIM 3JI0KAYECTBEHHBIM «HEXPSIIEBBIM»
HoBooOpa3zoBaHueM [1]. Bua omyxonu mpeacraBlieH
Ha puc. 1.

KoMmoHeHT BBICOKOI1 CTEIIeHH 37I0KaUeCTBEHHOCTH Ya-
1IIe BCETo MMeeT MOPOJIOrMIecKe ITpr3HaKy HemuddepeH-
LIMPOBAHHOM TUIEOMOPGHOI/BEPETCHOKIIETOUHOM CapKOMBI
WJIM OCTEOCAPKOMBI BBICOKOM CTETICHH 3JI0KAYeCTBEHHOCTHU
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Puc. 1. JedugppeperyuposanHas xoHOpocapkoma kocmeli masa. Ma-
kponpenapam. Cukeli cmpenkol yKa3aHs! OKYCbl XpAL4EBO2O CMPO-
eHUs, KpAacHol — 31eMeHmbl HU3KOOUgpepeHyupoBaHHoU capKkombl
Fig. 1. Dedifferentiated chondrosarcoma of the pelvic bones. Gross
specimen. Blue arrow shows cartilaginous foci, red arrow shows
elements of poorly differentiated sarcoma

[2—4]. Penxo cooO1asoch 0 HAIMYUM pabIOMUOCAPKO-
MAaTO3HOM, JIECMOMMOCAPKOMATO3HOM 1 aHTMOCApPKOMATO3-
Ho#t nuddeperHnmpoBok [1-3]. TIpenpinyiine muccieno-
BaHUS TOKa3ajyd, YTO 00a KOMIIOHEHTa MMEIOT OIHO
1 TO Xe n3MeHeHue reHa IDH I, yka3bIBaloliee Ha HaJInaue
0011Ieli KIIeTKM-TIPEAIIeCTBEHHUIIBI C PAHHUM OTKJIOHEHM -
eM 2 KOMIIOHEHTOB [5, 6]. Abeppauuu rena IDHI, no-
BUIMMOMY, BCcTpevarorcst mpumepHo B 50 % ciydaes. Jle-
nuddepeHIMpoBaHHAas XOHIpPOCAapKOMa Y ITOXMIIBIX
MMAIIMEHTOB YaIlle JIOKAIM3YeTCs B O¢IpEHHOM KOCTU 1 Ta3e
U CBSI3aHA C XYIIIUM IIPOTHO30M IO CPAaBHEHUIO C OOBIY-
HBIMU BapMaHTaMU JaHHOM omyxoiu [7, §].

HennddepeHnpoBaHHas XOHAPOCapKOMa ITpeACTaB-
JISIeT cO0011 BBICOKO3JIOKAYECTBEHHBII BApMAHT XOHApOcap-
KOMBI. [1CTOJIOrNMIeCcK! 3Ta OITyXOJIb COCTOUT M3 XPSIILEBO-
IO KOMIIOHEHTA Pa3IMIHON CTEIIEHM 3JI0KAYeCTBEHHOCTH
B COYETAaHMM C OJHUM M3 BapHaHTOB HU3KOIU(PhEepeHII-
poBaHHO# capkoMbl. Kak mpaBujo, Impu TIIaTeIbHOM
TUCTOJIOTUYECKOM HMCCIIEIOBAaHMUM yIAeTCsI YCTAHOBUTH
YETKYIO TPaHUILy MeXIy 2 BapuaHTaMU OIyXOJIu. XpsIle-
BOI1 KOMITOHEHT B AeauddepeHIMPOBaHHO XOHIpOCap-
KOME MOXKET COCTaBJISITh 04eHb HEOOJIBIITYIO JOJIIO, TIO3TO-
My OUArHOCTHKA TAHHOM MAaTOJIOTMH BKITIOYAET TIIATEIbHOE
TUCTOJIOTUIECKOE MCCIICIOBAaHUE BCEI TIOIIAIH OITyX0Je-
BOTO y3J71a.

[pu6nusutensHo 10 % xoHAPOCAPKOM MOTYT Aeaud-
depeHmpoBaThes (TpaHchopMUpPOBaTHCS) B 00JIee aHA-
IUIa3MpOBaHHBIE MOpaxkeHus1. B OOJIBIIMHCTBE clIy4aeB
nenuddepeHIMPOBAaHHEIMA KOMIIOHEHTaMM JTAHHOT'O
BapHaHTa XOHIPOCAPKOMBI SIBJISTIOTCS TUIEOMOp(HAsT He-
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mnddepeHIMPOBaHHAs capKoMa M ocTeocapkoMa. Jlaee
TI0 YaCTOTe BCTPEUAEMOCTH CJIEIYIOT (pubpocapkoma 1 MHbIE
BapHaHTBI BEPETEHOKJIETOYHBIX CAPKOM (pHC. 2).

CI10pBI 0 TOM, IIPOUCXOIIT U JeanddepeHIIMPOBaH-
HbI€ U XPSILLEBble KOMIIOHEHThI U3 O0IIeil KIeTKU-IIPe/-
LLIECTBEHHUIIbI WUIK OHU IIPEICTABIISIIOT COO0I OTAeIbHbIE
TEHOTUITMYECCKIE TUHUN (KOJTU3MOHHAS OITyXOJIb), IIPO-
Jnojkarores. HegaBHue vMccieqoBaHusI IPOIEMOHCTPUPO-
BaJIM yOeIUTeIbHbIE I0KA3aTeJIbCTBA TOTO, YTO 00a KOM-
TMOHEHTa IMOoJyYeHbl U3 | mpeninecTBeHHUKa. B aTmx
paboTax KOMIIOHEHT XOHIPOCApPKOMbI HU3KOI CTeIIEHU
mrddepeHIMPOBKI M KOMITOHEHT AeauddepeHImpoBaH-
HOM XOHIPOCAapPKOMBI BBICOKOI cTereHn nuddepeHI-
POBKM M3 OJHMX M Te€X XK€ CJiydyaeB ObLIM pa3lesiCHBI,
a 3aTeM MCCIeIOBaHbl C UCIIONIb30BaHUEM aHAIN3a ITIOTEPU
retepo3urotHocTH (loss of heterozygosity, LOH), cpaBHm-
TeJIbHOM TeHOMHOI THOpUIn3aliu (comparative genomic
hybridization, CGH) u ananuza p53. B 0001x KOMITOHEeH-
Tax BBISIBIICHBI TUIIEPAKCIIPECCHS pS53 U UIEHTUIHAS CO-
MatuyecKas aeynenus 6 1.o. B 7-M 3K30He reHa p53. Pe-
synerathl CGH 1 LOH mnoxa3zanu, uro o6a KOMIIOHEHTa
TIOTEPSUIM OJHY U Ty K€ Komnuio 13-if XxpOMOCOMBI. DT
MCCIIeIOBAHMS TOATBEPAMIN, YTO HEXPSIIIEBOI KOMIIOHEHT
BBICOKOI1 CTEIEHU 3I0KAYECTBEHHOCTH BO3HUKAET U3 IIpe-
JBIIYILIEro XpsIeBoro Kommonenra [7, 9, 10].

Xots 2 KoMIToHeHTa AeanddepeHINPOBaHHON XOH-
JIPOCApKOMbI MMEIOT MOHOKJIOHAJIbHOE IIPOMCXOXIECHUE
U CXOIHBIE TeHETUYECKUE Y MOJIEKY/ISIPHbIE U3MEHEHMSI, He-
KOTOpbIe TeHOTUIIMYECKUE TpaHCHOPMALIMU HE SIBJISIIOTCS

Puc. 2. lucmonozudeckue npenapamsi: a — 6UPA3HBIL KOMNOHEHM
onyxou, «cocedcmayrowuey» CmpyKkmypsi ¢ xpawesol duggepeHyu-
POBKOU U BepemeHOKNemoYHOl capkomod; 6 — MUKPOQOKYCbI Kocme-
06pazosaHus Ha goHe xpawesol ougpepeHyuposru ¢ akmusayuel
K/IemoYHbIX 371eMeHMOoB 0Nyxo0es020 NoJiA; 8 — CMPYKMYypsl NamMoo-
2U4eCcK020 0Cmeo2eHe3a KaK 00UH U3 BapUaHmos mpaHcgopmayuu
onyxonu; 2 — MHO2050epHsle 2U2aHMCKUe KemKu 8 onyxonu

Fig. 2. Histological specimens: a - biphasic tumor component,
neighboring structures with cartilaginous differentiation and spindle-
cell sarcoma; 6 — microfoci of osteogenesis among cartilaginous
differentiation with activation of tumor field cellular elements;
8 — structures of pathological osteogenesis as one type of tumor
transformation; e — multinuclear giant cells in the tumor

2023 | Tom15 Volume 15 | Ne1 Issuel



obumu. Ilpu xoHapocapkoMe Haubosiee 4YacTo HabMoa-
I0TCS CTPYKTYpHBIE abeppanmu B 1-it u 9-i1 xpoMocomax
W TPUCOMMUS WIM TETPACcCOMUS 7-i1 XpOMOCOMBI, TaKXKe OT-
MedaeTcss MeTwipoBaHue p 161K4n E-kanrepuna. [TonobHbIe
M3MEHEHMST MOXKHO HAOJTFOIATh ¥ B BRICOKO3/IOKAUYECTBEHHOM
KoMmmoHeHTe. OIHAKO VTS aHAIUIACTUYECKOTO KOMIIOHEHTA
BBICOKOI CTEIICHM 3JI0KaUYeCTBEHHOCTH XapaKTEePHBI BhIpa-
xeHHas aHeyrtonays, LOH B 1OMOMHUTENLHBIX JIOKYCAX,
a TaKKe aMIUTMDUKAIIS 1 ISJICINS HECKOJIBKIX 9acTeit Xpo-
MocoM. 3HaYUTEIBHBIC TCHETUIECKIE N3MEHEHMSI B aHATLIa-
CTUYECKOM KOMITOHEHTE BKITIOUAIOT CBEPXAKCIIPECCHIO pS3,
Rbw FHIT, a takke Mytauuio H-ras. DT U3MeHEHUSI MOTYT
OBITH OTBETCTBEHHBI 32 IIPOTPECCUPOBAHIE XOHIPOCAPKOMBI
HM3KOM CTEIICHM 3JI0KAYeCTBEHHOCTU B aHAIUIACTYECKYIO
CapKOMY BBICOKOI CTETICHH 3JI0KaYeCTBEHHOCTH.

HecMmoTpst Ha panuKaibHOE XMPYPIUYECKOe JICUCHHE,
MPOTHO3 AeanddepeHIIMPOBAaHHON XOHAPOCAPKOMBI He-
0JIarONPUSITHBIN: S-JIETHSIS BBIKMBAEMOCTh COCTABIISICT
10 %, a agploBaHTHAsE XMMUOTEpAIIMs He YIydllaeT Ipo-
rHo3 [10]. B c¢Bg3u ¢ 3TUM u3yyeHUE MapamMeTpoB KOH-
TPOJBHBIX TOYEK UMMYHHOIO OTBETa UTPAeT OOJIBIIYIO
poJIb ISl Pa3pabOTKM ITOMOJIHUTEIBHBIX COBPEMEHHBIX
METOI0B UMMYyHOTepanuu [11].

MHrnouTopsl KOHTPOJIBHBIX TOUYEK UMMYHHOTO OT-
BeTa MPOM3BENIM PEBOJIIOIUIO B JICUCHUN MHOTHMX BUIOB
3JIOKAYECTBEHHBIX OITyXoJjieli. JIaHHbIe TIperrapaThl IIpei-
CTaBJICHBI MOHOKJIOHAIBHBIMU aHTUTEIaMU (MAD), TIpenoT-
BpAaIaIOIIMMI UMMYHOCYIIPECCHUIO Y/ MY aKTUBUPYIOIIH-
MU IIUTOTOKCHYECKYI0 aKTUBHOCTb MMMYHHBIX KJIETOK
B OIyX0JI1. Pe3yasraThl mpuMeHEeHUS MTHTUOUTOPOB KOH-
TPOJILHBIX TOYEK MMMYHHOI'O OTBETA IIPY CApPKOMaX KOCTEI
ITOKa HEOMHO3HAYHBI, YTO TPEOYEeT IIPOBEACHUS TaTbHEH-
VX KIMHUYECKUX UccienoBanmii [3, 12, 13].

TepMUH «MHKPOOKPYKEHHE OITYXOJIei KOCTEI» OIMCHI-
BaeT CJIOXHYIO CTPYKTYPHYIO CUCTEMY, KOTOPasi COMEPKUAT
TeMOIIO3TUYECKIE Y ME3CHXMMAJIbHBIC KIIETKU, CUHYCO-
MOaThHOE KPOBOCHAOXKEHNE, CTPOMY KOCTHOTO MO3Ta M KOCT-
HbII BHEKJIETOUYHBIN MaTpUKC. KIIeTKi1 KOCTHOrO MUKPOOKPY-
JKEHUS BKIIIOYAIOT B CE0s1 HEMOCPEICTBEHHO KOCTHBIE KIIETKU
(ocTeoKIIacThI, 0CTEO0IACTHI I OCTEOIIUTHI), a TAKKE IPYTHE
TUIIBI KJIETOK, TAKHE KaK MUCJIOWIHBIE KITETKH, TPOMOOIIUTEI,
SHAOTE/IMAIbHBIE ¥ TeMOIIO3TIIECKHE KIIETKA KOCTHOTO MO3-
ra 1 Me3eHXMMaJTbHBIE CTBOJIOBBIC KIIETKH. Bee oHM B TOi mmn
WHOM CTETIIEH! MOTYT Y9aCTBOBAaTh B IIPOLIECCAX Pa3BUTHS
M IIporpeccuu omyxodeii [14—16].

MMeroTcst JTaHHBIE O COCTaBe OITyXO0JIb-aCCOLIMUPOBaH-
HOTO MMMYHHOTO MHKPOOKPYKEHHUSI XOHIAPOCAPKOMBI,
ITOJIyYeHHBIEC ITPU ITOMOIIY MMMYHOTUCTOXUMHIECKOTO
MeTona [17]. MBI OLIeHMIIN 3KCIIPECCHUIO JIMTaHa peler-
TOpa IIporpaMMupyeMoi kiaetouHoit rudenu 1 (PD-L1)
B 12 00Opa3iax oImyXoJieBoii TKaH!, TTOJTy4eHHBIX OT Mall-
€HTOB C XOHIPOCapKOMOM. Pe3yibraThl ccaemoBaHmsI Mo-
Kaszanu, uto B 40 % (5/7) uccienoBaHHBIX 00pa310B TKAHU
ObUIa OTMEYEeHA SKCIIPECCHS MapKepa B KJIETKaX OITyXOJIH,
a Takke B T-KJIeTKax oImyxoJieBoro mosst (puc. 3).
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Puc. 3. Jkcnpeccus nueaHda peyenmopa npozpammupyemoli Knemoy-
Holi eubenu 1 (PD-L1) u CD34 8 06pa3yax XOHOPOCAPKPOMbI: G — IKC-
npeccus PD-L1 Ha mem6paHax onyxonesbix Knemok 0edugpepeHyu-
POBAHHO20 KOMNOHEHMA XOHOPOCAapKoMbl; 6 — omcymcmsue
JKCNpeccuu 8 XpAWEBOM KOMNOHEHMe; 8, 2 — 3KCnpeccus Mapkepa
(D34 Ha epaHuye 2 cmpyKkmypHbiX KOMNOHeHmMo8 8 MKaHu dedudge-
PEHYUPOBAHHOU XOHOPOCAPKOMbI

Fig. 3. Expression of programmed cell death ligand 1 (PD-L1) and CD34
in chondrosarcoma specimens: a — PD-L1 expression on the membranes
of tumor cells of dedifferentiated chondrosarcoma component;
6 — absence of expression in the cartilaginous component; 8, 2 - CD34
marker expression at the border between 2 structural components
in the tissue of dedifferentiated chondrosarcoma

Ileas nccrenoBannss — neTaabHOE U3YICHUE JAHHBIX
JIabopaTOPHOTO, KITMHUIECKOTO, JIyIEBOTO U MOP(hOJIOTH -
YeCKOT0 00C/IeI0BaHUI TTALIMEHTOB C Pa3IMYHBIMU Bapy-
aHTaMM XOHIPOCAPKOMBI IS HeTaIM3allid aJlTOpUTMa
0o0cIenoBaHus U JUArHOCTUKY neauddepeHIMpOBaHHOI
XOHJIPOCAPKOMBI.

CraHgapToM Je4eHUs IIPU XOHAPOCAPKOME OCTACTCS
pagvKabHas Xupyprudeckas pe3ekuus, 3pPeKTUBHOCTh
JIy4eBOM M XMMUOTEpAIIMU OorpaHNYeHa. PUcK pa3BuTHS
JIOKQJIBHOTO peLIMINBA ¥ OTIAJICHHOIO METaCTa3MPOBaHMS
BEPOSITEH MPU XOHIPOCAPKOME Y OCOOEHHO BbICOK Y 00JIb-
HBIX ¢ AeauddepeHIPOBaHHOM XOHAPOCcapKOMOii. laHHbIe
00CTOSITETHCTBA IIPUBEJIU K MCITOIB30BAHUIO MMMYHOTEpa-
MU OITyXOJIEM, HALIEJIEHHOW Ha IMOUCK MOTEHIUAIBHOTO
MMPUMEHEHNSI IMMYHHOTO OTBETa IJIsT paCIIO3HABAHMS 1 TH-
0e/I1 KJIETOK pa3IMYHbIX 3]I0KaYeCTBEHHBIX HOBOOOpa30Ba-
Huii. JI1s1 yKIOHEHUs OT paclio3HaBaHUSI MUMMYHHO CUCTe-
MOI OITyXOJIeBasi TKAHb MOXET MCIIOIb30BaTh CUTHATbHBIN
myTh PD-1 (peLertop mporpaMMupyeMoii KJICTOUHOI ruoe-
mm 1) / PD-L1, KoTOpEIii MpensTCTBYeT aKTUBAIIUM OITy-
xonecrienupudeckux T-mumdonunrtoB. [IpruMmeHeHne nH-
ruoutopoB PD-1 1 PD-LI1 npensitcTByeT ”HAKTUBUPOBAHUIO
T-peryasTopHBIX ¥ IIMTOTOKCMIECKUX KIIETOK, TEM CAMBIM
MpeoaoJIeBasi IMMYHHYIO CYIIPECCHIO.

HecMmotps Ha 10, uTO0 TIpenapatsl mpotus PD-1/PD-L1
ObUTM 0100peHbI ¥ 3(PPEKTUBHO MPUMEHSIOTCS TIPY JIeue-
HUU MHOTHMX 3JI0Kau4eCTBEHHBIX HOBOOOPa30BaHMil, BO3-
MOKHOCTh MCITOJIb30BaHUSI MHTUOMTOPOB KOHTPOJBHBIX
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TOYEK UMMYHHOTO OTBeTa IpH AeanddepeHIIMPOBaHHOM
XOHIPOCAPKOME OCTaeTCs IO KOHIIA He Ompene/ieHHOM.
OrpaHnYeHHOCTD CBEICHUI CBSI3aHa C MaJIbIM KOJIMIECT-
BOM HaOmoaeHuit. HekoTopbie aBTOphI cOOOIIAIOT, YTO
noaoxuTenabHas akcrpeccuss PD-L1 koppenupyert ¢ xyn-
LM IIPOTHO30M Yy OOJIBHBIX ¢ AeandGepeHIINPOBAHHBIM
BapHaHTOM XOHIPOCAPKOMBI.

Marepuansb! u metopbl

3a nepuon ¢ 2008 mo 2022 . MBI IIPOAHATTU3UPOBATIA
nmaHHble 160 manyreHToB ¢ XOHAPOCAPKOMAMM Pa3IMYHBIX
JIOKANIU3aluil ¢ pa3HOM CTeNeHbIo TUdpdepeHIIMPOBKU.
JlvarHo3 «xpsiieBasi OIyXoJib» ObLI ITOCTaBJIEH BCEM I1a-
LIMEHTAaM TI0 pe3yJIbTaTaM KIMHUIECKOTO M JTIy4eBOIO 00-
CleJOBaHUI, a TakxXe IpeaollepallMOHHON OMOIICUU.
Jwnarso3 «menrddepeHImpoBaHHas XOHAPOCcapKoMa» ObLT
ycraHoBieH 30 mamyeHTaMm.

IIpoBeneHo comocTaBIeHNE TaHHBIX KIIMHUTYECKOTO,
JIy4eBOTO M MOP(MOJIOTrMIEeCKOro UCCICIOBAaHNI BCEX Ma-
LIMEHTOB C JeTAJIBHBIM aHAJIM30M PE3YJIBTaTOB CEPOJIOTH-
YECKHUX TECTOB M PA3IMIHBIX METOIOB 1 PEXKIMOB JIyIEBOI
JIUarHocTuku. /st Mopgonaornyeckoi 1MarHoCTUKY TIPU-
MEHSUIM PYTMHHBIE METOIBI TUCTOJIOTHYECKOTO UCCIIeH0-
BaHUS C TTOCTICAYIONINM IIPUMEHEHEM UMMYHOTUCTOXH -
muueckoro (PD-L1, PU-1, CDS8, CD20, Ki67, CD34)
U reHeTn4YecKoro uccienopanuii (IDH1/IDH?).

Pe3synbrathbl

M3 160 GoabHBIX Ha 3TAIIe IIPeaoNepalMOHHON 01O -
CHUU IUarHo3 «aenuddepeHIMpoBaHHAs XOHIPOCapKOMa»
BepU(MULIMPOBAH JUIIb Y 6 OOJbHBIX. Y 4 MallMeHTOB 3a-
I0I03PEHA BO3MOXHOCTh TpaHCHOPMAaLIMU XOHAPOCAPKO-
MbI B HU3KoAn(pOepeHIIMPOBAHHYIO CApKOMY HEXPSILIEBO
CTPYKTYDHI.

Ha sTame uccnenoBaHus ITOCIEOINIEPALIMOHHOTO Ma-
Tepuaja IuarHo3 «aeauddepeHInpoBaHHAs XOHIpocap-
KOMa» MOATBEPXKAEH Y 4 OOJIbHBIX € TION03peHreEM Ha 00-
JIee 3JI0Ka4eCTBEHHYIO TpaHC(hOPMAIIIIO OITyXOJIM ¥ BHOBb
ycTaHoBIIeH ele y 20 nauueHToB. TakuM o6pa3oM, B Ha-
1eM HaOJoneHnn nojs aenuddepeHIMpOBaHHON XOH-
JIIPOCApKOMBI OKa3aJICsl HECKOJIBKO BBIIIIEC, YeM OITMCAHO
B utepatype, — 20 % (30/160). DTo cBsI3aHO ¢ U3y4eHHEM
JIOTIOTHUTEILHBIX CJTyJaeB TaHHO IMaTOJIOTUH, BBISIBJICH-
HBIX B Apyrux KiuHuKax. HezHauuTtenbHO mpeobnaganu
IMaIMEeHTKH XeHckoro moia (19/11). CpenHuit Bo3pacT
0osbHBIX cocTaBmI 59 neT. [1aToorndyeckuii mepeaom Ha
IpeaoIepaliOHHOM 3Talle BbISIBJICH Y 6 IMaLIMeHTOB.
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Takum o6pa3om, IO HALIMM AAHHBIM IIPAKTUYECKU
B TpeTu ciy4aeB (36 %) oTMedaeTcst U3MEHEHME CTEIICHU
nunddepeHIMPOBKU XOHIPOCAPKOM IO CPaBHEHUIO C TIPE-
onepauMoHHOI Ouornicueit. Bo Bcex ciyyasix creneHb
i depeHIIMPOBKY ITOHIEKATACH. DTO TOBOPUT O TOM, UTO
IJIs1 6oJiee KOPPEKTHOIO IJIAHUPOBAHUSI 00beMa omnepa-
THUBHOTO BMeIIaTeJIbCTBA Ha 3Talle IPeaoNepalliOHHOIO
BeIeHUs MAlIMEHTOB HEIOCTATOYHO IIPOCTO BHITIOJHUTH
OMOIICUIO U ITOATBEPANTDh HATUINE XPSIIEBOI OITYXOJIH.
Heob6xonumo Takke MpoBeCTU OMOIICUIO U3 OIpeacIeH-
HOTO MeCTa OITyXOJIM, UMEIOIIEro, MPEANOJIOXKUTEIBHO,
HaMMEHBIIYIO cTeleHb auddepeHInpoBKU. B BEIOOpe
HauMeHee 1 hepeHIMPOBAHHOIO YYACTKA OITyXOJIU Bpady-
KJIMHULMCTY MOXET ITOMOYb Bpau-pPeHTICHOJIOL.

OnpeneneHre CTEIICHN 3JI0Ka4YeCTBEHHOCTH XPSIIIIe-
oOpa3ylolleii 0yXoau Ha 3Tare IepBUYHOM IUarHOCTU-
KM SIBJIIeTCS HanmOoyiee 3HAYMMBIM IIPOTHOCTUYECKUM
(hakTOpOM U pelIaoIIM KPUTEPUEM IS BbIOOpA TAKTHU -
KU JIeYCHUsI JaHHBIX IMAlIMEHTOB, IIOCKOJIBKY HEIIOCPEI-
CTBEHHO OIIPEIEIsIeT YACTOTY IOKOPETMOHAPHOTO PeIlr-
TUBUPOBAHUS 1 OTIAJICHHOIO MeTacTasupoBaHus [18, 19].
C noHmxeHUeM cTenieHn nuddepeHIMPOBKA XOHAPO-
CapKOMBI ITOBBIIIAIOTCS] PUCKU PEIIMINBUPOBAHUS U ME-
TacTa3MpPOBaHUS, a TAKXKE YBEINUYNBAIOTCS MOKa3aTeIN
cmeptHocTtH [20].

IIpu anekBaTHOM 00BEME XUPYPIUUECKOTO BMEIIATEIb-
CTBa IIPOTHO3 MAILIMEHTOB IOBOJIBHO OJAarONpPUSITHBIN.
ITo manubiM A.G. Huvos [20], 5-71eTHSS BEDKMBAEMOCTh
OOJIBHBIX CO 3JIOKAUYeCTBEHHBIMH XPSIIIIEBBIMU OITyXOJISIMHU
BHE 3aBMCHMOCTH OT 00beMa oIepaLyu cocTapisieT 79 %,
10-netHsiss — 76 %, nmo maHHbIM KiInHUKUA Meiio [20] —
77 u 66 % coorBeTcTBeHHO. CTeneHb auddepeHIUPOBKU
OITyXOJIM KOPPEINPYET C BBLKUBACMOCTHIO TTAIIEHTOB.

J71s1 TAKTUKY BeIeHMS TaHHBIX MAIlUeHTOB TaKXe He-
MaJIOBaXHO, YTO MPUOIU3UTEIbHO B 13 % ciydyaeB XOH-
JIpOCapKoM HaOJII0gaeTCsT peUINBUPOBAHNE C TIOHMXKE-
HUeM cTereHn quddepeHIpoBKHu orryxonu [20].

Ha cerogusiHuii ieHbs MBI 3apeructprpoBain 30 ciry-
yaeB aAeauddepeHIMPOBAaHHON XOHIPOCAPKOMEI C TIpe-
obnamaHueM IieoMopdHON HemuddepeHIIMPOBaHHOM
capkoMbl (89 % ciydaes; 24/30) B KauecTBe 2-TO CapKoO-
MaTO3HOTO KOMITOHEHTa omyxoju (cM. Tabauiy). Hike
MPeACTaBICHO KIIMHIIECKOe HAOTIONeHIE JIeYeHMS TTalleH-
TKU ¢ geanddepeHIMpoBaHHON XOHIPOCAPKOMOIA, Jie-
MOHCTPUPYIOLLEE TPYIHOCTU U OLIUOKK, BOZHUKAIOIIME
Ha pa3HbIX dTarnax IMarHOCTUKM U Teparuu 3TOro 3a00-
JICBaHMUSI.

2023 | Tom15 | Ne1
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OxoHyaHue maba. 1
End of table 1

. Capkomaros3nbiii  Xummno-  JlyuyeBas

XpsineBoii KOMIIOHEHT,
cTeneHb rHCTOJOTHYECKOM

i depeHIMPOBKH OIMYX 011

Pa3mep
OIyX0JIH,

Pesyabrar

Tepanus Tepanus

KOMIIOHEHT

CM

Jlokamm3zanus
ONyXoJIu

Bospacr,

Jer Tloxn

ITauuent

H/n
N/a

H/n
N/a

H/n
N/a

HIIC
UPS

H/n
N/a

Koctu taza
Pelvic bones

XK
81 F

27

H/n
N/a

H/n
N/a

H/n
N/a

HIIC
UPS

H/n
N/a

BenpenHas kocTh
Femur

X
48 F

28

H/n
N/a

H/n
N/a

HIIC
UPS

H/n
N/a

benpenHnas kocth
Femur

M
51 M

29

bes penunnsa
No recurrence

HIIC
UPS

27,0

Benpennas kocth
Femur

X
60 F

30

— acenckuii; HIIC — nedughgpepenyuposannas naeomoppras capxoma; OC — ocmeocapkoma; H/0 — Hem OaHHbIX.

Note. M — male; F — female; UPS — undifferentiated pleiomorphic sarcoma; OS — osteosarcoma; n/a — not available.

— MYJHCCKoOU,

Ilpumeuanue. M
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KnuHuueckoe HabniopeHue

Iauyuenmra C., 32 rem, npedeseasnna i#carobvt Ha 601
6 2pYOHOM U NOSICHUMHOM 0MOeaax no360HOMHUKA, ma3obed-
DEHHbIX CYCcmagax, npagoil e0aeHu, 00wy caabocmy, CHU-
JceHue pocma, degpopmayuro Kocmeii ckenema. Ilpu nepe-
deuiceHuU HyxHc0aracs 8 0ONOAHUMEAbHOU onope (X00YHKAX).
Co 106 nayuenmiu enepebvie NOHYECmMe08ana 601e6ble Ouly-
weHus 6 obaacmu npasoeo masodedpeHHo2o cycmaea 6 oOK-
msope 2018 . Obpamunacs K 8pa4y no Mecmy Jcumenbcmed.
ITloayuana nHecneyuguueckoe neuerue. B dexabpe 2018 e.
nocne 06¢cae006aHUs NOO KOHMPOAEM KOMNbIOMEPHOL MOMO-
epaghuu (KT) vinonnena 6uoncus o6pazoeanus npasoii noo-
830owHol kocmu. [layuenmka HanpagaeHa 6 NOAUKAUHUKY
HayuonanvHoeo MeduyUHCK020 ucciedoeamensckoeo UeHmpa
onkonoeuu um. H.H. broxuna.

B smom Habarodenuu danHbix cMaHOapmHoi peHmeeHo-
epaguu 0Kazarocs 0ocmamouHo 0451 NOCMAHOBKU OUAeHO3a
u npednoaoxcerus dughgepenyuanbHo-0uazHOCMUYECK020
pada (puc. 4). O0rHaKo 045 NAGHUPOBAHUS DanbHellule2o Xu-
DPYpeutecK0eo AeHeHUs Hyuchbl Oblau U dpyeue Uccie0o8anusl.
Jlrs 6onee mouHoll OYeHKU A0KAAUZAYUY U PA3MEPO8 ONYXO-
186020 NPoyecca, COCMOAHUS KOPK0BO20 CA0SL U HAAUYUS BHe-
KOCMHO020 KOMHOHEHMA, 4 MAKice 83AUMOCEA3U INEMEHMO8
ONYX0AU C OKPYHCAIOWUMU AHATMOMUYECKUMU CIPYKMYPAMU
nposedena peumeerosckas KT. Dmom memod duaenocmuku
makice HeoOxXo0UMo UCNoAb308aMb NPU NAGHUPOBAHUU ONU-
/108 U NOAOICEHUS NPOCKINUPYEMO20 UMNAAHMAMA HA UHOU-
sudyanvruix 3D-moodensix 30Hbt unmepeca (puc. 5).

B dannom nabarodenuu penmeenosckas KT, HecomnernHo,
dana 6oavuie UHGoOpMayuL 0 CMpyKmype U pacnpocmpaHet-
HOCIU OnYX0AuU, YeM penmeeHoepagus, 00HaKo Hauboree
YYECMEUMENbHBIM MEMO0OM 0451 OUYEHKU OAHHbIX NApaMempos
A6n5emes MaeHUMHO-pe30oHaucHas momoepagus (MPT)

(puc. 6).

Puc. 4. Pemeerozpacpus obnacmu masa
Fig. 4. X-ray of the pelvis
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Puc. 5. PeHmeeHoBCKas KOMNbIOMeEPHAs MOMO2PaUs: a — AKCUAIbHAS NPOeKYUS,; 6 — KODOHAPHAS PeKOHCMPYKYUS
Fig. 5. X-ray computed tomography: a — axial projection; 6 — coronal reconstruction

Ilo oanuvim MPT donoanumensroil ungopmavyuu om-
HOCUMENbHO PACAPOCMPAHEHHOCMU ONYXO0AU BbISGAEHO He
obL10. Henonvzosanue smoeo memoda no3e04uno YymouHume
CMPYKMYpY OnYX0AU: OCHOBHOLL 00seM npedcmasieH y3namu
XpAWesoil CmpyKmypbl, 4mo noOmeepouno npeonoaazaembiil
0UaeHo3 «XOHOPOCAPKOMa».

Brexocmmblii KOMRnOHEHM, a MaKice omaenbHble yuacm-
KU Onyxonu medxncoy Xpauesvimu y3iamu 0blau npedcmagieHsl
MKAHbIO UHOU, COAUOHOU, cmpykmypol. lanHble HaAX00KU
N03604UAU HA IMane Ay4e020 00CcA1e008aHUsL NPEONOA0NCUMb,
YMO ONYX0/1b SAGAAEMCS He NPOCHO BbICOK0310KA1eCMBeHHO
XOHOpocapkomoil, a dedugpghepeHuupo8anHviM 6aPUAHIMOM
xondpocapkomot. OOHaKo no pe3ynbmamam npedonepayuon-
HOUl buoncuu 3mo npednonodiceHue He NOOMeEepoUIoCsh.

Dmom KauHuveckuil cay4ail 6bia 00CyHcoeH Ha MyAbMU-
ducyunaunaprom Koncuauyme. C yuemom Kaunu4eckoil Kap-
muHbl, MOPHOAO2UMECK020 3aKAIOUEeHUs. U PACHPOCHPAHEH -
HOCMU 0NYX01€6020 npoyecca NayueHmie npedroNceHo
opeaHocoxpaHsowee neyeHue 8 obseme peseKyuu Kocmeil
masa c 00HOMOMEHMHOU PeKOHCMPYKYUell UHOUBUDYANbHbIM
UMNAGHMAMOM.

Ha ocnosanuu oannvix KT u MPT coémecmno ¢ 6uo-
UHdCceHepamu Oblau onpedenetsl epaHuLbl pe3eKyul, cnpoex-
mupoear Ou3aiii UMNAGHMAMA U 8bl0par Memod e2o ukca-
yuu (puc. 7).

B xode eucmonocuueckoeo uccae0o8anus onepayuoHHo-
20 Mamepuana yCmarHogaeHo, Ymo Onyxons NPasoil no08300ul-
Holl Kocmu umeem cmpoeHue dedughghepeHyupo8aHHoi XoH-

Puc. 6. MazHumHo-pe3oHaHcHas momozpagus o6aacmu masa: a — KOPOHAPHAS NPOeKYUS 8 pexxume T2; 6 — aKCUANbHAS NPOeKYUS C KUPONo-

Oas/ieHuem nocsie 88edeHus KOHmMmpacma

Fig. 6. Magnetic resonance imaging of the pelvis: a — T2-weighted coronal projection; 6 — axial projection with fat suppression after contrast

administration
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Puc. 7. Pesekyuu kocmeli masa c 00HOMOMeHMHOU peKoHcmpyKyued
UHOUBUOYANbHBIM UMNAGHMAMOM

Fig. 7. Pelvic bones resection with immediate reconstruction using an
individual implant

dpocapkombsl. B obaacmu onusa Kpviaa node30ouwHol
u cedaaruwHoli Kocmeil, medxcdy KOCMHbIMU Oarkamu, onpe-
densiemcst Haauuue 31eMeHmMo8 GHYMPUKOCIHO20 KOMROHEHMA
HoB000pazosanus. Busyaausupyemcs onyxonv bugasnozo
cmpoenus. O0uH KoMHOHeHmM npedcmasneH XoHOpoCapKomoil
Pa3AUHHOL cmenelu 310Ka1ecmeeHHocmu, 0pyeoil — Heoug-
geperyuposarnnoil naeomopproii capkomoii. Oba KomMnoHeH-
ma npuaedxcam opye Kk dpyey, Ho He nepeniemaromes u gop-
MUpYrom maxum o6pazom yemkyio epanuyy (puc. 8). B nawem
cayuae y nayueHmKu 6 aHAMHe3e UMeaach XOHOpOCapKoma
HU3KOU cmeneHu 310KauecmeeHHocmu, a 2 eoda cnycms
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6 MOM dice Mecme 8bi6AeHA NAeOMOPPHAs Hedupgeperyu-
POBAHHAS BEPEMEHOKACMOYHAS CAPKOMA 8bICOKOL CIMeneHU
anoxavecmeennocmu. CredosamenvHo, y 60abHOU 516HO Obiaa
dedughghepenyuposarnas XoHopocapKoma, Xoms pe3yabmamoi
ouoncuu nocae 06uuUpHo20 3a60pa Mamepuaia He NOKA3alu
0CMamo4HOll HU3K0OUppepeHyUpo8anHoll ONyxXonu.

Yepez 6 mec nocae Xupypeuuecko2o emeulamentscmed
nayuenmke vinoAHeHa KOHMpoavHas penmeenosckas KT
30Hbl onepayuu (puc. 9).

Bokpye MemannokoHCmpyKyUU 8bis6AeHbl MHONCECNEEH-
Hble QONOAHUMENbHbIE Y31bl MACKOMKAHHOU CIMPYKMYpbL,
causarouuecs 8 eOUHbLi KoHea0Mepam npomsaiCceHHOCMbIo 00
25 cm. OcHoeHOIll 00Bem Y3108 00HAPYIHCeH 8 NOAOCMU Ma3a
U MAKUX MKAHAX N0 NepeOHeMeOUaNbHOU NOBEPXHOCIU 8ePX-
Hell mpemu npasoeo 6edpa. B cmpyxmype y3106 He 6bis161¢HO
occughukamog, 4mo noseonsem npednoroxcums dedughge-
PEHUUPOBAHHYIO NPUPOOY Y3108, 0OHAKO MOPPOs0cU4ecKas
eepugpuxayus é danHom cayuae He nposoduaacse. Ilpu smom
NPUBHAK08 HeCMAaOUALHOCU MeMAAI0KOHCMPYKUUU BbI6-
AEeHO He 0bL10.

Ilpakmuuecku 6 me jce cpoku ovina évinoanena MPT
obaracmu ma3za (puc. 10).

Bokpye anemenmoe memanioKkOHCMpYKUUU 8bls16/1€Hbl MHO-
Jcecmeenbie CoAUOHbIe ONYX0e6ble Y3bl, B06AEKAruue Co-
CYObL U Opeanvl masa, coxpanHvie mviuybl. Cmpykmypa y3106
(He coomeemcmeyom Xpsuesot MKaHuU, CONUOHbIe) NOOMEepiC-
daem Oedugbgheperyuposarnulii xapakmep peuuousa [21].

B dannom nabarodenuu 045 evisi6aeHUS peyudusa onyxo-
AU nocae onepayuu 8blnoAHeHo bonee UHGOPMamueHoe Uc-
caedosanue — MPT. Oduarxo 6oavuioli pasmep peyuougHbix
V3408 8U3YAAU3UPOBANCA YIce 8 X00e penmeeHoeckoi KT.

C yuemom npoepeccupoganus 3a001e6aHUs NAYUEHMKE
pekomendosana xumuomepanus no cxeme AP (doxcopybu-
yun + yucnaamun). Ilposedensv: 2 Kypca xumuomepanuu,

Puc. 8. [ucmonoauyeckue npenapamsi: a — ¢oKycsl 6UpazHo20 cmpo-
eHus onyxonu. B yeHmpe npenapama ocmposKu XoHOPOCAPKOMbI, NO
nepugepuu — o4azu BepemeHOKNeMOYHOU CapKoMbl; 6 — 2paHuya
2 KOMNOHeHMo8 onyxo/u, 00bYamsle YOKYCbI XOHOPOCAPKOMbI U NO-
2PAHUYHbIE C HUMU 04aeu HeduggepeHyuposaHHol nieomopgHol
CApKOMbI; 8 — COYemaHue 2 2ucmo02UYecKuX KOMNOHeHMOo8 ONyXou.
B nesom HuxHem yany — cmpyKmypbl XOHOPOCAPKOMbI, 8 NPABOM Bepx-
HeM — o4a@zu namosio2u4ecKo20 0Cmeo2eHesa; 2 — UH(ULMPAMuUBHbIU
Xapaxkmep pocma onyxonu ¢ paspyLieHuem npedcyuecmsosasLiux Kocm-
HbIX CMpyKmyp. PasnuyHbsle nosis 3peHus onyxonu 6ugpazHoeo cmpoeHus:
oyaeu xpswesol OugpepeHyUposKU, (POKYCbI BepemeHOKIemoYH020
CMpOoeHUsA U CMpYKMYypbl NAMOJI02UYecK020 0cmeozeHe3a

Fig. 8. Histological specimens: a — foci of biphasic tumor structure.
At the center of the specimen, islets of chondrosarcoma; on the periphery,
spindle-cell sarcoma lesions; 6 — border between 2 tumor components,
lobular chondrosarcoma foci and adjacent foci of undifferentiated
pleiomorphic sarcoma; 8 — combination of 2 histological tumor
components. In the bottom left corner, chondrosarcoma structures;
in the top right, lesions of pathological osteogenesis; 2 — infiltrative
character of tumor growth with destruction of pre-existing bone
structures. Different fields of view for biphasic structure: foci of cartila-
ginous differentiation, foci of spindle-cell structure and pathological
osteogenesis structures
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Puc. 9. PermeeHosckas KoMnbromepHas momoepaqbu,q o6s1acmu masa 8 aKcuanbHoli npoekyuu Ha pas3iuyHbix yposHAX: a — AKCUAJIbHAA Npo-
ekyud; 6- npAamasa npoeKkyus. Pocm 0nyxoJiu BOKpye MemaniioKoHCmpyKyuu. MHoxecmseHHble Y3/1bl BOKpY2 MemaJslJIoOKOHCMpPYyKyuu (yKa3aHbl

KDACHbIMU CMpesnKamu)

Fig. 9. X-ray computed tomography of the pelvis in the axial projection at different levels: a — axial projection; 6 — frontal projection. Tumor
growth around metal structure. Multiple nodes around metal structure (red arrows)

Ha poHe KOMOPbIX OMMEHAA0CH OanbHelUee NPOePeccuposa-
Hue. CxeMa 1eKapCcmeeHH020 AeHeHUs USMEHEHA: HA3HAYEeHb!
aHdokcan + memompekcam. Ha gpore nposooumoit mepanuu
Habaodanocy danbHellulee npoepeccuposarue 3a601e6aHus,
om Komopoeo nayueHmia cKkonuanacy yepes 10 mec nocae
onepayuu.

B dannom kaunuueckom Habaodenuy ommeuaemcs oua-
eHOoCmuYecKas owuoxa mopgponoeuueckoii sepugurkayuu
onyxoau, 6 pesyavmame 4eeo 0blaa GbIOPAHA MOALKO

Puc. 10. MaeHumHo-pe3oHaHcHaas momozpagus obaacmu masa:
a - pexum T2, KopoHapHas npoekyus; 6, 8 — pexum PD (aHanoe xu-
ponodasneHus) 8 GKCUALHOU NPOEKYUU HA PA3HBIX YPOBHSAX

Fig. 10. Magnetic resonance imaging of the pelvis: a -T2-weighted,
coronal projection; 6, 8 — PD mode (fat suppression equivalent)
in the axial projection at different levels
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Xupypeuveckas maKmuka AeveHus, XapaKmepras 04s yeH-
MPANbHBIX XOHOPOCAPKOM 6 COOMBemCcmeuu ¢ npedonepa-
yuonHot eucmonoaueii (xondpocapkoma G,). B cayuae npeo-
onepayuoHHol eepuguxayuu dedugpgepeHyuposannoil
XOHOpOCApKoMbl NAYUEHMKe HA3HAYeHa KOMOUHUPOBAHHAS
mepanus, 8KAI04arwas NPeoonepayUoHHYI0 XUMuomepanur
¢ nocaedyroujeil OyeHKol ee IPPeKmUHOCMU U 8bINOAHEHU -
em uHeaauduzupyroueli onepauuu 6 obseme Meicno08300uHo-
OprowHoll peseKkyuu 6e3 peKOHCMpPYKUUU maszo8oe0 Koabvya
UNU MEHCNO0830UHO-OPIOUHO20 BbIUACHEHUS C NPOBeOeHUeM
Kypcoé adsroeanmHuoll XUuMuomepanuu.

06cyxpeHue

HemnddepeHinpoBaHHAas XOHAPOCAPKOMA — PeIKOe
HOBOOOpa3oBaHue, cocTapistollee nmpumepHo 10—15 %
LIEHTpaJIbHBIX XoHApocapkoM [1]. CormacHo nocnemHei
K1accubuKauy BceMupHOil opraHu3aliny 30paBooxpa-
HeHus [1], 3TO BBICOKO3JI0OKAYeCTBEHHBIM BapuaHT XOH-
JIPOCAPKOMBI, XapaKTEePU3YIOIIUICS ABYX(ha3HON TUCTO-
JIOTUYECKOU KapTUHOM ¢ 00JIaCTIMU XOHAPOCAPKOMBI
BBICOKOI CTETICHM 3JI0OKAYECTBEHHOCTH, PACTIOJIOKEHHBI-
MU PSIIOM C HEXOHIPOT€HHOM CAapKOMOM HU3KOM CTEIIEHU
3j10Ka4ecTBeHHOCTH. JlennddepeHIMpoBaHHBI KOMITO-
HEHT BBICOKOM CTEIIeHH 3JI0KAYeCTBEHHOCTH OOBIYHO NMe-
eT uepThl HeanuddepeHINPOBAHHOM IIeoMOphHOI Bepe-
TEHOKJIETOYHOM CapKOMBI MJIM OCTEOCApPKOMBI [2—5].
Co0011a710Ch 0 PEAKUX CITydasix TeTepOIOTUIHOM padao-
MHUOCAPKOMATO3HOM, JIEHOMMNOCAPKOMATO3HOM U aHTHO-
capKoMaTo3HO# muddepeHIIPoBKY [2—5].

ITporHos nemnddepeHIpPOBaHHON XOHIPOCAPKOMBI
HeOJIaronpusITHBIN: 5-JI€THSISI BBLKMBA€MOCTh COCTABJISIET
ot 7 no 24 % |[5]. llupoxkast uiu panukKaabHas XUpypru-
YyecKasl Pe3eKIHs SABISIeTCS METOIOM BEIOOpa, B TO BpeMsI
KaK XUMHOTEpaIus U JIydeBasl Tepallvsi, II0-BUIUMOMY, He
VIIy4IIAoT IT0Ka3aTeIM BBLKUBAEMOCTH.

Y 86 % (23/30) maumeHToB yepe3 3—9 Mec mocie nep-
BOHAYaAJIbHOM PE3C€KILMMU PA3BUJICS JTOKAJIbHBIA PELIUINB;
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MeTacTasbl 00HapyxeHbl y 56 % (17/30) 6osbHbIX. [Tapai-
JIebHOE CeKBeHMpoBaHue aeanddepeHIMPOBAHHOTO KOM-
TOHEHTA IT0Ka3aJI0 MyTaluio B 4-M 3k30He reHa IDH 1 (B Ko-
nmoHe R132), mpuBomsIyio K 3aMeHe aprMHMHA Ha CepUH
y 6 u3 11 natpieHToB. Y 19 00JIbHBIX MCCIIEAOBAHMS MYyTALIMK
IDH I/IDH 12 ne nipencTaBieHBl. DTU JaHHBIE KOPPEIUPYIOT
C pe3yJIsTaTaMM HeJaBHUX paOoT, TTOKA3BIBAIOIIIMU, YTO MYy~
tauwu redoB IDH 1 v IDH?2 naGmonatorcst mpuMepHo y 50 %
MaLMEHTOB C LIEHTpaJIbHOM 1 AearddepeHIIMPOBAHHOM XOH-
npocapkoMamu [ 10, 22]. Pe3ynbraTel nccienoBaHus 9KCIIpec-
cuu PD-L1 nmoaTBepkaaroT HaIUM4YKe OITyX0JIeaCCOLIMMPOBaH-

HOT0 KIMMYHHOTO MMKPOOKPYKEHUSI B TKAHU XOHAPOCAPKOMBI.
JaHHbIi (hakT MOAIEKUT AATbHEUIIIEMY U3yYEHUIO.

3aknoueHue

CraHgapToM JIeYeHUSI XOHIPOCAPKOMBI OCTAeTCs pa-
IWKaJIbHAsI XUpyprudyeckas pesekiusi, 3(ppeKTuBHOCTH
JIy4€BOM Y XMMUOTEPAIIMM OrPaHUYEHA, HO YpE3BbIYATHO
BaxkHa Tipu JeanddepeHIpOBaHHOM BapuaHTe 3a00J1e-
BaHUs. JlaHHBIE 0OCTOSITENLCTBA MPUBEJIM K MCIIOJIb30Ba-
HUIO MMMYHOTEpPANNUU OITyXOJICH, HALIEJICHHOM Ha IIOUCK
MOTEHUMATbHOIO TTPUMEHEHUSI UMMYHHOIO OTBETa IS
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pacIio3HaBaHUs U TMOEIM KJIETOK Pa3IUYHBIX 3JI0Kade-
CTBEHHBIX HOBOOOpa30BaHUI1, B TOM 4uciie neauddepeH-
LIMPOBAHHOM XOHAPOCAPKOMEI [3].

HecMmotpst Ha TO, uTO IpenapaTsl mpotus PD-1/PD-L1

ObUTM 0100peHbI M 3(PHEKTUBHO MPUMEHSIOTCS TIPU JIeue-
HMM MHOTHX 3JI0Ka4eCTBEHHBIX HOBOOOPA30BaHMIi, BO3-

M

O2KHOCTb UCIIOJIb30BAHUS HUHT I/I6I/ITOpOB KOHTPOJIbHBIX

TOYEeK MMMYHHOTI'O OTBeTa IIpU nearuddepeHIMpPOBaHHON
XOHJPOCApPKOME OCTAETCs 10 KOHILIA HE OIpEeaeeHHOMN.
OrpaHM4eHHOCTb CBEICHUI CBSI3aHa C OLICHKOI Majioro
KoJiMuecTBa HabmoaeHuid. JletaqbHoe ucciiegoBaHue Io-
MOKET BbISIBUTh ITEPCIIEKTUBHOCTb MPUMEHEHUSI UMMYHO-
Teparuy B 3TOM IpyIIie MalUeHTOB KaK JOMOJHUTEIbHON
onuuu JieyeHust. Kpome Toro, HeM3BeCTHa poJib KOMIIO-
HEHTOB OITyXOJICBOI CTPOMBI, B YaCTHOCTA MaKpo(aros,
Ha TeYEeHUE U MPOTrHO3 CapKoM KocTeil. B cBsI3u ¢ aTUM
MEePCHEKTUBHBIM HANlPaBJIEHUEM UCCIEA0BAHUI SIBIISIETCS
oIrpeneIeHre 3HaYeHUsT MaKpodaros, acCOLMMPOBAHHBIX

C

d

OITyXO0JIBIO, a TAKXKE OIMYXOJIb-MHOWIBTPUPYIOIINX JTM-
OIIMTOB KaK IPOOITYXOJIEBBIX (DAKTOPOB ¥ OMOMapKepOB,

BJIUSIONINX HA KIMHUKO-MOPGOIOTHICCKIE XapaKTepH-
CTUKU Pa3IMYHBIX OHKOJIOTMICCKIX 3200 IeBAaHUIA.
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