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Primary cardiac osteosarcoma is an extremely rare malignant tumor, its incidence is less than 10 % of all primary
cardiac sarcomas. Currently, less than 100 cases of this disease have been reported, and there is no consensus on the optimal
approaches to treatment. The article presents a clinical case of primary cardiac osteosarcoma noting the effectiveness
of two chemotherapy lines and describes difficulties in tumor morphology interpretation.
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BeepeHue

YacTora BCTpeuyaeMOCTH IIEPBUYHBIX OITyXOJIeH cep-
a, 10 JaHHBIM CEPUU AyTOIICMMHBIX MCCIECIOBAHUMA,
cocrasisier 0,001—0,03 % ciyyaeB OT 0OOLIEro 4ymMcia
MaleHToOB ¢ HOBooOpa3zoBaHusMmu [1, 2]. IIpumepHO
25 % mnepBUYHBIX OMYXOJIei cepala SIBISIOTCS 3J10Kade-
CTBEHHBIMH |3, 4], OOJIBIIMHCTBO KOTOPBIX MPEICTABICHO
capkomamu [5—8]. B cBoro odepenb, mepBUYHASL OCTEO-
capkoMa coctaniisieT MeHee 10 % BceX TIepBUUHBIX CAPKOM
cepaua [9].

CorjlacHO ONMMCAHMSAM KIMHUYECKUX HAOMIOIeHUI
[10—25] mepBUYHas ocTeocapkoMa cep/lia XapaKTepru3y-
eTcst arpeccuBHBIM TedyeHneM. J1o 80 % maiyeHToB ¢ 31O
ITaTOJIOTHEH yKe MMEIOT IIPU3HAKM OTIAJICHHOTO MeTacTa-
3UPOBAaHUS HAa MOMEHT IIEPBUYHON TMATHOCTUKM.

Bri6op neueHus1, Kak mpaBujio, OpeaesseTcsl aHaTo-
MUYECKOM JIOKaIM3aluuell MepBUYHON OIIyXOJId, €€ pa3-
MepoM, MOP(DOJIOTHEl, CHMITTOMOKOMILIEKCOM 1 pacIipo-
CTPaHEHHOCTHIO 00J1e3HU. XMPYPruyecKoe BMEIIaTeILCTBO
B OCHOBHOM HEpaIMKaJIbHO M3-3a HEBO3MOXHOCTU CO-
O0IeHYSI IPUHLIMIIOB abi1acTUKU. [IprMeHeHune JIydyeBhIX
METOIOB JiedeHUs orpaHndeHo. COOTBETCTBEHHO, 0OJIb-
LIIYIO poJib UTpaeT JieKapcTBeHHas Tepanus. Beioop ee
PEXXMMOB, KaK IIpaBUJIO, OIpenessieTcss Mopdoioruei
OITyXOJIM C YYETOM M3BECTHOM YyBCTBUTEIIBHOCTH TIEPBUY-
HBIX CApKOM JIpYTUX JIoOKanu3auuii. Takum o6pa3zoM, Kiito-
YyeBBbIM (PaKTOPOM B BBIOOPE JIeUeHUS SIBNISIeTCS MOP(OII0-
rust omyxonu. IS WiUTIOCTpalMy 3TUX ITOJOXEHUM
MIPUBOIMM KJIMHUYECKUI Cirydait 3¢ (HeKTUBHOTO JTeUSHMS
MEPBUYHONM CapKOMBI cepia, uMelolieit Mopdosoruye-
CKMeE IIPU3HAKU OCTEOCAPKOMEIL.

KnuHunueckun cnyyai

boavnasa M., 35 nrem, 6e3 KauHu4ecKu 3HAUUMBIX CO-
nymcmeyouux 3a604e6anuii, 6vira 06credosana 6 césa3u
¢ acanobamu Ha 00blUKY NPU MUHUMANBHOU (DU3U4eCcKoll Ha-
epyske. Ilo dannbim sxoxapouoepaguu (IxoKI) u komnuro-
mepnoii momoepaguu (KT) opeanoe epydHoii knemxu ¢ 6Hy-
MPUBEHHbIM KOHMPACMUPOBAHUEM BblA6AEHO ONYX01e8UOHOE
obpasoeanue 6 cepdye, cybmomanvho 3aHUMaroujee No10Cms
A1e8020 npedcepdusi, npoaadbupyrulee yepe3 MUMpALbHbLi
KAGNAaH 8 N0A0CMb 1€6020 JHceny0oUKa.

1lo mecmy scumenscmea 6 ycaosusx kapouoxupypeuue-
ck0eo omoenenus 20.08.2021 no sxcuzHeHHbIM NOKA3AHUAM
6bINOIHEHO YOaneHue HOB000PA308aHUs 16020 npedcepoust
C UCNOAb308AHUEM ANNAPAMA UCKYCCMBEHH020 KP08ooOpa-
wenus. Pe3yabmam eucmonoeueckoeo uccie0o08anus uHmep-
NpemupoBar KaK 310KauecmeenHas MAeKOMKaHHAsL ONYXO0Ab,
capkoma. Tlonyuennvie danHble boavlie caudemenscmeosanu
0 neilomuocapkome. bolio 3anAaHUPOBAHO UMMYHORUCMOXU -
muueckoe (UTX) uccaedosanue c ueavio dugpgpepenyuarsHo-
20 duaeHo3a ¢ padooMuUoCapKomoll.

IIpu nepecmompe 20moguix eucmono2uueckux npenapa-
moeé 6 Hayuonanvrnom meduyunckom ucciedo8amenbckom
yeumpe onxonoeuu um. H. H. baoxuna Hosoobpazoeanue pac-

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK

YeHeHO KaK 310KauecmeeHHAs Me3eHXUMAAbHAS N1eOMOPPHAS
ONYX01b, COCMOAWASL U3 OKPY2AbIX U 8ePemeH08UOHbIX Ke-
MOK, MeCMamu opMupyrowUx Xaomuutsle NyuKu, ¢ Haiu-
yuem eu2aHmMCKUX MHO2010epHbIX KAeMOUYHbIX popM, yuacm-
Kamu amunu4yHo2o ocmeouda, 8blCOKOU MUMOMUUECKOL
AKMU8HOCMbI0, 0OUUPHBIMU 30HAMU HEKPO3a, MUKCOMAMmMO-
3a, KPOGOU3AUAHULL U 04A208 KCAHMOMHbIX Kaemok (puc. 1).
Ilodobuas kapmuna 6 boavuueil mepe xapaKkmepua 045 nep-
BUMHOI 0OCMeocapKoMsl cepdua.

C yenvio ymouHenus eucmoeene3a onyxoni 00NoAHUMenb-
Ho nposedeno HIX-uccaedosanue. Buvisseaena sxcnpeccus
sumenmuna (vimentin) (Oughysnas yumonaazmamuueckas
noA0MCUMeNbHAS PeaKlusl 8 onyxonesvix kaemkax), SATB2
(special AT-rich sequence binding 2) (adepnas noaoxcumens-
Has peakyus 8 4acmu ONyxo1e8ulx KAemok), 2A1a0KoMbluie -
Hoeo akmuHa (smooth muscle actin, SMA) (yumonaazmamu-
Yeckasi NOA0JICUMENbHAS PEAKUUsl 8 ONYXO01e8biX KAeMKAX).
Hudexc npoaugepamuenoii akmugHoCmu 8 ONYyxXoae8uix
Kkaemkax (Ki-67) evicokuit — 75 % (puc. 2). Peaxyuu na
MDM?2, CD68, CK (AE1) u CD31 6 onyxonesbix kaemkax
Oblau ompuyamensHuiMu; peyenmopsl scmpoeeros (ER) — 0 %
(0 6annos).

Hcxoos u3 noayuennbix pe3ynbmamos, H08000pazoeanue
1€6020 npedcepdusi ¢ 06CMpyKyueil MUMpPAlbHO20 KAANaHA
0bL10 pacyeneno Kak nepeuunas ocmeocapkoma G, ocmeo-
baacmuueckoeo éapuanma.

IIpu o6caedosanuu uepes 1 mec nocae xupypeuueckozo
AeUeHUs1 BbIABAEHbl NPOOOAICEHHDII POCH ONYXOAU 8 1€80M
npedcepduu u memacmassl Ha oprowute. Ilo dannoim KT
0pean08 2pyoHoIl KAemKY U OPIOWHOL NOAOCMU C BHYMPUGEH-
HbiM Kormpacmuposaruem om 24.09.2021 6 nosocmu nego-
20 npedcepdust 00HApyI’CeHa OCMAMOYHAsL ONYX0Ab pa3mepa-
mu 0o 2,8 x 2,0 cm, ucxo0auas uz ycmosi 1€6blX N1€204HbIX 6eH
(puc. 3, a); Ha 6prowuHe 8U3YAAUUPOBANOCH MHOICECMBO
onyxoneevix y3108, Haubosee KpYNHulll — pasmepamu 00
1,7 x 1,0 cm (puc. 3, 6); 6 obaacmu manoeo carbHuKa onpe-
Oesinucy Memacmamu4ecKy UsmeHerHble aumpamuyeckue
yaawl (J1Y) pazmepamu do 1,0 % 0,9 cm (puc. 3, 8).

Jlannblil kaunuveckuil cayuail 6uia 00cyicoeH Ha OHKO-
Aoeueckom Koncuauyme. Tpunsamo pewenue Havams aeueHue
6 pexcume Al (dokcopybuyun 6 doze 25 me/m>/cym enympu-
6eHHO KanenvHo, 24-uacoeas ungysus ¢ 1—3-it Onu + ugoc-
gamud ¢ doze 2500 me/mM?/cym eHympugeHHoO KaneavHo,
120-munymmnas ungpyzus 6 1—4-ii onu + mecua 100 % 003wt
ugocghamuda enympusento, Kypcol — Kavxicdole 3 Hed) Ha gho-
He npouUAGKMUKU 2DAHYAOUUMADHBIMU KOAOHUECUMYAU-
pyrouwumu paxmopamu (I-KCD).

C 19.10.2021 no 15.04.2022 nposedensi 8 Kypcos xumuo-
mepanuu (XT) 6 ykazaunom pexcume. Ha gpone nposodumo-
20 /edenUss ommeuensl maKue HedjceaamenvHole s18AeHUs,
Kak mowHoma 2-ii cmeneru, mpomooyumonenus 4-ii cme-
neHu, Heilmponenus 3-il cmenenu, aHemusi 3-il cmenemu.

IIpu koumponavHoM 00caedosanuu nocae 6 Kypcoe (uepes
4,5 mec om Hauara mepanuu 1-i aunuu) no dannoim KT
om 04.03.2022 nepecmanu onpedeasmocsi ONyxoneabie MAaccol

2024 | Tom16 | Ne3



KAMHMUYECKUME CAYUAWM |

REAL CLINICAL CASE

wn

Puc. 1. lucmonoeuyeckoe uccnedosarue onyxonu. OKPAcKa 2eMamoKCUNUHOM U 303UHOM: @ — NONUMOPGHHOKNeMOYHbIL KOMNOHEHM onyxonu,
npedcmassieH amunuyecKkumMu ocmeo6AaCMamu, ¢ HaaU4UeM MHO20S0ePHbIX 2U2GHMCKUX KNemoYHbIX ¢opm; 6 — BepemeHOKNemoYHbIl Komno-
HeHm onyxonu, umeem cxo0cmeso ¢ pubpobaacmamu; 8 — 30HbI GMUNUYHO20 0cmeouda (YKa3aHsl cmpenkamu) 8 sude ckonneHuli (Henpasuns-
HOU (hopmbI) 20MO2eHHO20 303UHOPUILHO20 Belyecmsa, 6e3 NPU3HAKO8 MUHePaU3ayuUL, pacnoNoKeHH020 Cpedu KPOBEHOCHbIX COCYO08 U ony-
X0/IeBbIx KNemok; 2, 0 — MHOXecmseHHble Namoso2uyeckue (uaypsl MUMO308 U OBWUPHbIe 30HbI HEKPO3A B8 ONYXO/U, OKPYXeHHsle

CMpYKMypamu amunu4yHo20 ocmeouda (yKa3ars! cmpenkamu)

Fig. 1. Histological examination of the tumor. Hematoxylin and eosin staining: a — polymorphic cellular component of the tumor is represented
by atypical osteoblasts with the presence of multinuclear giant cell forms; 6 — spindle-cell tumor component, carries similarities to fibroblasts;
8 — areas of atypical osteoid (arrows) in the form of aggregates (of irregular shape) of homogenous eosinophilic substance, without signs
of mineralization, located among blood vessels and tumor cells; e, 0 — multiple pathological mitoses and expanded areas of necrosis in the tumor

surrounded by structures of the atypical osteoid (arrows)

6 nosaocmu ne6oeo npedcepdus (puc. 4, a), a maxxce J1Y 6 06-
aacmu manoeo canvruka (puc. 4, 8). Coxpausiauce onyxonesnie
V316l Ha OprOWUHe, NpU SMOM UX KOAUYECMB0 U pa3mepbl
YMeHbUanUucy: pasmepsi Haubosee kpynoeo — ¢ 1,7 x 1,0 cm
do 0,7 % 0,5 cm (puc. 4, 6).

1o dannsim IxoKT om 05.03.2022 3aghuxcuposar noatwiil
Ome@em Onyxoau Ha AeYeHue: sI8HbIX NamoaocU4ecKux 06pazo-
BGHUII 8 NOAOCMU 18020 NpedcepOus He BU3YANU3UPOBANOCS.
Dpakyus eviopoca aesoeo xceaydouxa no Cumncony — 64 %.

CapKombl KOCTei, MATKUX TKaHeit u onyxonun koxu Journal Bone and soft tissue sarcomas, tumors of the skin

Ilpu konmpoavrnom obcaedosanuu 6 okmsobpe 2022 e.
(uepes 12 mec om nauana mepanuu 1-it aunuu u 6 mec nocae
ee 3agepulenus) NOAHbLIL Ippekm Obla 3apeeucmpupo8an
u no dauneim KT (puc. 5).

B Hosbpe 2023 2. nayuenmky 61086 cmana 6ecnokoums
00bliKa NpU MUHUMANbHOU ¢husuyeckoil Haepy3ke. [Ipu 00-
credosanuu 6 dexabpe 2023 e. (uepe3 26 mec om Hauana me-
panuu 1-ii aunuu u 20 mec nocae ee 3aeepulerus) yCmarHog-
AeHo npoepeccupoganue 3aboneganus. Ilo dannoim KT

2024 | Tom16 Volume 16 | Ne3 Issue3
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Puc. 2. immyHo2ucmoxumuyeckoe uccned08aHue onyxoau: a — BbIPaXeHHoe OKPaWUBAHUe YUMONIa3Mbl Ha BUMEHMUH; 6 — S0epHoe OKpaLlu-
saHue ocmeobnacmos Ha SATB2; 8 — Hanuyue 8 4AcmMu yUMONAA3Mbl ONYX0/IEBbIX KNEMOK NOJOXUMebHo20 oKkpawusaHus Ha SMA (smooth
muscle actin — 2nad0KombiweYHbIL GKMUH); 2 — BbICOKAS NPOAUGepamUBHAA GKMUBHOCMb, BbIABAAEMAs Npu A0epHOM OKpawusaruu, Ki-67 — 75 %
Fig. 2. Immunohistological examination of the tumor: a — marked membrane staining for vimentin; 6 — nuclear staining of osteoblasts for SATB2;
8 — presence of positive staining for SMA (smooth muscle actin) in a part of tumor cell cytoplasm; e - high proliferative activity detected by nuclear
staining, Ki-67 — 75 %

Puc. 3. KomnsromepHas momoapagus opaarHos 2pyoHoli Knemku u 6prowHol NoaoCmu ¢ BHymMpuUBeHHbIM KOHMpPacmuposaHuem om 24.09.2021
(0o Hayana mepanuu 1-i NUHUU): @ — AKCUGbHBIL cpe3. ApmepuansHas gasa. B nonocmu nego2o npedcepOus — 0CMamMoYHAsA ONyxoss, Uc-
XO00AWAA U3 YCMbA N1eBbIX 1@204HbIX BeH (YKA3aHA cmpeskoll); 6 — akcuanbHbili cpe3. BeHo3Has ¢asa. Ha bprowuHe — MHOXecmBo onyxonesbix
Y3108, Haubonee KpynHeil — pasmepamu 00 1,7 X 1,0 cm (yKkasaH cmpenkoli); 8 — akcuanbHbil cpe3. BeHosHas ¢aza. B obaacmu manozo canb-
HUKa — Memacmamuyecku u3meHeHHsle Jumgpamuyeckue y3nsl pasmepamu 0o 1,0 x 0,9 cm (ykasaxsl cmpenkod)

Fig. 3. Contrast-enhanced computed tomography of the thoracic and abdominal organs from 24.09.2021 (prior to the start of the 1* line):
a - axial section. Arterial phase. In the left atrial cavity — residual tumor growing from the left pulmonary veins (area); 6 - axial section. Venous
phase. On the peritoneum — multiple tumor nodes, largest of size up to 1.7 X 1.0 cm (arrow); 8 — axial section. Venous phase. Near the lesser
omentum — metastatically affected lymph nodes of size up to 1.0 x 0.9 cm (arrow)

om 08.12.2023 6 nonocmu aeeoeo npedcepdusi 6408b 00Hapy-  onpedeasmocs JIY pazmepom do 0,5 cm (puc. 6, 6) (ux mema-
JiceHbl onyxonesvie maccol pasmepamu 3,6 x 3,4 cm (puc. 6, a), cmamuuecKuil xapakmep He0OHO3HAYEH).
KOmopble maxice 8U3YAAUUPOBAAUCH 8 NPOCEEMAX 6EPXHell s noay4enus 6mopoeo MHeHUs: nO MOPPHOA0SUMECKOMY

U HUDJICHEIl 1e204HbIX 6€H, 6 MAAOM CANbHUKE 6HOBb cmaiu 6uaeHo3y 6blNO0NIHEeH I’l08m0prll:Z nepecmomp eomoeslx cucmo-

CapKombl KOCTell, MArKNx TKaHel u onyxonn koxu Journal Bone and soft tissue sarcomas, tumors of the skin 2024 | Tom16 Volume 16 | Ne3 Issue3
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Puc. 4. KomnstomepHas momozpagus om 04.03.2022 (nocne 6 Kypcos, 4epe3 4,5 mec om Hayana mepanuu 1-i NUHUU): @ — GKCUANbHBIL cpe3.
ApmepuansHas ¢asa. B nonocmu neso2o npedcepous onyxoessle MAccsl nepecmanu onpedenamsca; 6 — akcuabHslll cpes. BeHosHas ¢asa.
Ha 6prowure onyxonessie y3/bl COXPAHAOMCA; NPU IMOM UX KOJUYECMBO U pa3mMepsl YMeHbLWUMUCh: pa3mepsl Haubosee KpynHoeo — ¢ 1,7 X
1,0 cm 9o 0,7 x 0,5 cm (yKa3aH cmpenkoll); 8 — GKCUANbHbIL cpe3. BeHo3Has ¢asa. B obnacmu manoeo canbHUKA aumgpamudeckue y3bl nepe-
cmanu onpedensmscs

Fig. 4. Computed tomography from 04.03.2022 (after 6 courses, 4.5 months after the start of the 1 therapy line): a — axial section. Arterial
phase. In the left atrial cavity, tumor masses are undetectable; 6 — axial section. Venous phase. Tumor lesions persist on the peritoneum; their
number and size decreased: the largest from 1.7 x 1.0 cm to 0.7 x 0.5 cm (arrow); 8 — axial section. Venous phase. Lymph nodes near
the lesser omentum are undetectable

Puc. 5. KomnsromepHas momoepagus om 19.10.2022 (yepe3 12 mec om Hayana mepanuu 1-0 auHuu u 6 Mec nocse ee 3asepuieHus): a — ax-
cuanbHbili cpes. ApmepuansHas aza. B nonocmu neso2o npedcepdus onyxonesbie MACChI He onpedenaomcsa; 6 — akcuanbHbil cpe3. BeHozHas
¢aza. [JaHHbix, caudemenscmsyouux 06 0nyxonesoM nopaxeHuu 6PIOWUHbI, He NONYYeHO; B — GKCUATbHbIU cpe3. BeHo3Has ¢asa. B obnacmu
Man020 CaNbHUKA IUMGAmu4ecKue y3/sl He onpedensomca

Fig. 5. Computed tomography from 19.10.2022 (12 months after the start of the 1% therapy line and 6 months after its completion): a — axial
section. Arterial phase. Tumor masses in the left atrium are undetectable; 6 — axial section. Venous phase. No data suggesting the presence
of tumor lesions on the peritoneum were obtained; 8 — axial section. Venous phase. Lymph nodes near the lesser omentum are undetectable

N02UHECKUX NPenapamos — 00HAPYICeHbl ppasmenmol yana
noaumopgroxsemounoii capkomol G, ¢ beccmpyKmypHoim
pocmom, puOpoMUKCOUOHbBIM Mampurcom (0cmeoud He 8bl-
ABAEH) U 04A2AMU HEKPO3a, 0e3 C6emMOONMUYeCKUX NPUSHAKO8
dugppeperyuposku. B comosvix UTX-npenapamax é knemkax
onyxoau onpedeasnace oup@ysnas sxkcnpeccusi vimentin,
SMA, gokansro — SATB2, undexc Ki-67 knemok onyxoau —
75 %; axcnpeccus MDM2, PanCK, CD31, CD68 u ER 6 kaem-
Kax onyxoau He ooHapyxcena. Cmamyc PD-L 1 (programmed
cell death- 1 pathway ligand 1 — aueand peuenmopa cueHanob-
H020 RYMU NPOSPAMMUPYEMOU KaemouHol eubeau 1) ompu-
uamenvrolii (CPS (combined positive score) = 0). 3axarouenue:
0oabue ocHoganuii Oymams 00 unmumanshoi capkome G,
(no kaaccuguxayuu Federation Nationale des Center de Lutte
Contre le Cancer Sarcoma Group, FNCLCC).

s eepugpuxayuu duaeno3a 0onoAHUMENbHO NPOEedeHO
FISH-uccaedosanue (FISH — fluorescence in-situ hybridization,

CapKoMbl KOCTE, MATKUX TKAHEil 1 0NyXonn KoXu

@ayopecuyenmunas eubpuduzayus in situ): amnauguxayuu
eena MDM?2 6 onyxoneswix Knemkax He OOHAPYICEHO, YO NO-
cmaeuno noo COMHeHUe UHMepnpemayuio Mopgoao2uu ony-
X0AU KAK UHMUMAAbHASL CAPKOMA.

Hecmomps na pasznoumenusi 6 mopghonozuueckom oua-
2HO3e, 8blOop 2-il AUHUU AeveHUs (nocae 00KCcopyOuuuHa
u ugpocgpamuda) npu oboux éapuanmax capKom obasupyemcs
Ha makcanax u eemyumadbune. CoenacHo KAUHUMECKUM pe-
Komendayusm 6vin eviopan pexcum GemTax (eemyumabun
6 003e 675 me/M? 6Hympueerno kaneavHo 6 1-ii u 8-ii Onu +
doyemarxcen 6 003e 75 Me/M? BHYMPUBEHHO KANeAbHO 8 8-1i OeHb,
Kypewl — Kadxcdsle 3 Hed) ¢ noddepickoii I'-KCD.

C 22 dexabps 2023 2. 0o MoMeHmMAa HANUCAHUS CIAmMbU
(anpenv 2024 2.) nposedenvt 5 kypcoe XT 6 3anianupoeanHom
pedcume.

IIpu koumponsHom o6caedosanuu nocae 4 Kypcos é map-
me 2024 2. docmuenyma wacmuynas peepeccusi. Ilo danHvim
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Puc. 6. KomnsiomepHas momoepagpus om 08.12.2023 (4epe3 26 mec om Hayana mepanuu 1-0 nuHuu u 20 Mec nocsie ee 3a8epuieHus): a — ax-
cuanbHbili cpes. ApmepuansHas ¢asa. B nonocmu neso2o npedcepdus 8BHOBb OGHAPYKeHbI 0nyxosiesble Macchl (YKa3aHsl cmpeskol), Komopsie
Makxe 8U3yanu3upyomca 8 npoceemax sepxHell U HUXHel 1e204HbIX BeH; 6 — aKcuabHbIl cpe3. BeHo3Has ¢asa. B manom cansHuKe 8HOBb
cmanu onpedenamsca auMpamuyeckue y3asl pazmepom 0o 0,5 cm (ykazaHsl cmpesikol)

Fig. 6. Computed tomography from 08.12.2023 (26 months after the start of the 1% therapy line and 20 months after its completion): a — axial
section. Arterial phase. Tumor masses are again detected in the left atrial cavity (arrow) and additionally visualized in the inferior and superior
pulmonary veins; 6 — axial section. Venous phase. Lymph nodes of size up to 0.5 cm are again detectable near the lesser omentum (arrow)

Puc. 7. KomnstomepHas momozpagus om 21.03.2024 (nocne 4 Kypcos, Yepe3 3 Mec om Ha4yana mepanuu 2-0 UHUU): @ — GKCUAbHbIL cpes.
ApmepuansHas ¢asza. B nonocmu nesozo npedcepous pazmepsl 0nyxonesblx Macc yMeHbWUaUuch ¢ 3,6 X 3,4 do 2,4 x 1,6 cm (ykazaHo cmpes-
Koli); 6 — akcuanbHblli cpe3. BeHosHas asa. B obnacmu manozo cansHUKa aumMgpamuyeckue y3/sl nepecmanu onpedensimscs

Fig. 7. Computed tomography from 21.03.2024 (after 4 courses 3 months after the start of 2" line therapy): a — axial section. Arterial phase.
The size of tumor lesions in the left atrium decreased from 3.6 x 3.4 to 2.4 x 1.6 cm (arrow); 6 - axial section. Venous phase. Lymph nodes near

the lesser omentum are undetectable

KT om 21.03.2024 6 nosocmu aeeozo npedcepdus pamepol
onyxonesvix macc ymenouiuauce ¢ 3,6 x 3,400 2,4 x 1,6 cm
(puc. 7, a); 6 obnacmu manoeo carvHuxa J1Y nepecmanu onpe-
deasimocs (puc. 7, 6).

Takum o6paszom, mepanus 1-i auHuu npueesa K NOAHOL
peepeccuu onyxoau Ha cpok 13,7 mec. Ilocaedyrowemy npo-
epeccupoganuto 3a601e6aHus cnoco6Ccmeo8an UCX00HO
ducceMUHUPOBAHHbLIL npoyecc U OMCymcmeue onyuii noo-
depacusarowjeeo neverus. Ha gpone mepanuu 2-ii aunuu do-
cmueHyma wacmuyHas peepeccus. Boiocusaemocms 6e3 npo-
epeccuposanus Ha ¢oue 1-ii aunuu mepanuu (BBII1)
docmuena 26 mec. Bowicusaemocmo 6e3 npoepeccuposarus
Ha gone 2-it aunuu mepanuu (BBII12) cocmasusa 4+ mec.

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK

Cpox om ycmanogaeHus 0uazHo3a 00 HANUCAHUS CIamby
(anpenv 2024 2.) — 32 mec. Ha npomscenuu éceeo nepuoda
AeUeHUst COXPAHAemCst Y006AemE0pUMenHoe Kauecmeo Jcu3-
Hu. Odvluka 6 Hacmosuee 8pemsi NAUUeHMKY He 6ecnoKoum.
U3 Hexcenramenvuvix seaenuil Ha poHe nevenus Hauboaee
SHAYUMOUL ObLAA 2eMATNOA0RUMECKAsi MOKCUMHOCTYb PA3NUYHOLL
cmeneHu.

06cyxaeHune

B nocrymHoit imtepatype onucaHo MmeHee 100 ciyda-
€B MepBUYHBIX ocTeocapkoM cepata [10—25]. [TposeneH-
HBIIA HAMU aHaJIM3 IT0KAa3aJI, YTO BO3pacT OOJIbHBIX HA MO-
MEHT YCTaHOBJICHUS TMarHo3a BapbupoBa ot 14 mo 77 ner,
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OOBIYHO 3TO OBbLIO 4-€ IeCATUICTHE XU3HU [26]. Y Halleit
IMAIMEHTKU OITyXOJb ObUTa BIIEPBBIC TUArHOCTUPOBaHA
B Bo3pacTe 35 JieT.

KonkpeTHas pacrpocTpaHeHHOCTD IIEPBUYIHOI OCTEO0-
CapKOMBI Ccepalla B 3aBUCMMOCTH OT II0jla WM Pachl
He ompeesieHa C yYeTOM PeAKOCTH JaHHOM HO30JI0THH [9,
19, 26].

Hecmotpst Ha To, 9TO IepBUYHAS OCTEOCapKOMa CepI-
11a MOXET BO3HUKHYTh B JIIOOOM ero otnene [27—32],
Ha OCHOBaHMM MeTaaHanmu3a 53 cinydaes [9] ycTaHOBJIEHO,
YTO HaMOOJIee JaCTO OMYXOJb PACIIONIaraeTcs B JICBOM
npencepauu [12, 21—22], mpu 3TOM TUITUYHAS €€ JIOKaIH-
3alMsI — 3a0HSISI CTEHKA JIEBOTO Ipeacepansl B 00JacTu
YCTBEB JIETOYHBIX BeH (3TO HAOJIIONAIOCh U Y HaIlleil ma-
LIUEHTKH).

[lepBuuHBIE OMYX0JM CEPALIA, B YACTHOCTU MTEPBUYHAS
0CTeocapKoMa cep/ila, IPOSBIISIIOTCS LIUPOKUM CIIEKTPOM
MMPU3HAKOB U KIIMHUYECKUX CUMIITOMOB, MACKHPYIOLIX-
CsI TION pa3IMYHbIC CepAeYHO-COCYANCTRIC 3a00IeBaHUS
(nmemuyeckyio 00JIe3Hb ceplilia, XPOHUUECKYIO Ceplieyd-
HYIO HEIOCTaTOYHOCTD, IIOPOKH KJIAITaHOB cepara (MHUT-
PaJIbHBIN CTEHO3), apUTMUU (TpelieTaHKe Win GUOpIILIS-
s mpeacepauii) 1 ap.). Kak mpaBuio, KIimHUYIecKast
KapTuHa o0ycJIoB/IeHa 4 OCHOBHBIMM MEXaHU3MaMU: 00-
CTPYKLIMEH KPOBOTOKA M MTUC(YHKIIEH KIIarlaHOB, YTO BbI-
3BIBACT MOSIBJICHNE CUMIITOMOB CEpACUYHOI HEIOCTaTOI-
HOCTH; JIOKAJIbHON MHBa3uel, IPpUBOMSIIICA K apUTMUAN
WY BBITIOTY B MOJIOCTH TMepuKapaa; aMoonueii pparmeH-
TaMH OITyXOJIM, a TAKXKe HeCTIeIIn(UISCKUMI CUMIITOMA-
MU (JIMXOpagKoi, oO0IIeil ¢1aboCThio, HEIOMOTaHUEM,
noTepeit Macchl TeJia U JIp.).

KnnHnyeckue mposiBICHUS 3aBUCSAT B OCHOBHOM
OT pa3Mepa OIyXOJIM M e¢ JIOKaau3aunu. Tak, Hallpumep,
OITyXOJIb JIEBOTO MPEICEPANsI, MMEBIIIasi MECTO B HallleM
KJIMHAYECKOM CJIyJyae, MOXET BBI3BIBATb XPOHUYECKYIO
OOCTPYKIIMIO HAa YPOBHE MUTPAJIIBHOTO KjallaHa M TAKUM
00pa30M IPeISITCTBOBAaTh BEHO3HOMY BO3BpATy B ITOJIOCTD
JIEBOTO KEJIYyIOYKa BO BpeMSI TUACTOJIBI, YTO IIPUBOIUT
K 3aCTOI0 B MaJIOM Kpyre KpoBooOpaiieHus. B Takux ciy-
yasgx HarboJiee YJaCTBIMU CUMIITOMAMH SIBJISTFOTCST OJIBIIII-
Ka, KOTopasi 1 ObLJIa TIepBOHAYAIPHBIM 1 € IMHCTBEHHBIM
CHMMIITOMOM Y Hallleif TaIlMeHTKH, a TaKXKe OPTOITHO3.
[Ipu pa3BuTHU OTEeKa JETKUX MOXKET IPUCOCTUHUTHCS
KallleJIb C PO30BOM ITEHUCTON MOKPOTOM.

CKOpOCTh 1 XapaKTep pOCTa, PHIXJIOCTb 1 WHBA3UB-
HOCTh TaKKe SIBJISTIOTCS BaXHBIMM (haKTOpaMH, OIIpe-
NEJISIIOIIMMU KJIMHAYeCKUE 0cobeHHOCTU. [lepBUUHbIE
OCTEOCapKOMEI CepIla XapaKTepHU3yIOTCSI BBICOKOI MHBA-
3UBHOCTBIO M MOTYT MH(PUIBTPUPOBATH MUOKApJ (4TO
MIPUBOINT K apUTMHH), a TaKKe IepuKapa (4TO COmpo-
BOXIAeTcsl 00pa3oBaHMEM MEPUKAPANAILHOTO BBIIIOTA
Y CUMIITOMAaM# TaMITOHAIbI Ceplia).

J1i1st oOHapyzkeHUs IepBUYHOI 0CTe0CapKOMBI cepiia
CYLLECTBYIOT HECKOJIBKO METOIOB BU3YAJIU3ALIAU,, KAXKIbII
13 KOTOPBIX MMEET CBOM IIpenMylItiecTBa. OCHOBHBIM Me-

CapKoMbl KOCTel, MATKNX TKaHeN 1 OMyXONU KOXK

TOIOM IVAaTrHOCTUKM MEPBUYHOM OCTEOCAPKOMBI Cepilia
aBisieTcd TpaHcTopakainbHasg DxoKI, koTopas mo3BosieT
OIPEICIINTD JIOKAIN3AIUIO, (pOpMY, pa3Mepsl, TTOIBIIK-
HOCTbh BHYTPUCEPAEYHOTO HOBOOOpPa30BaHMS, €ro B3a-
MMOCBS3b C IPYTUMU AHATOMUYECKUMU CTPYKTypaMu
cepala, a TakKe OLEHUTh (DYHKIIMOHAIBHOE COCTOSIHUE
KJIaIlaHHOTO aIlrapara.

Jlist manbHeilei TMarHoCTUKY OITyXOJiei cepaia uc-
noab3yoT KT opraHoB rpyiHO# KJIETKH, ITO3BOJISIIOLLYIO
OITHCaTh T€ XapaKTEePUCTUKHM OITyXOJICH cepilia, KOTOPHhIe
He yIaeTcs MOJHOCThIO BU3yalu3upoBath nmpu DxoKI.
KommnblotepHast Tomorpacduist 1aeT BO3MOXHOCTb OOHApY-
KHUTh PacCIpOCTpaHEHNE OMYXOJIM B CPEIOCTEHNE, TIICBPY,
JIETKUE, TIEPUKAPA U KAMEDPBI CepALia, YTO BAXKHO 15 BbI-
PabOTKU TAKTUKU JICYEHUSI M KOHTPOJIA 32 3P (HEKTUBHO-
CTBIO TEpaIlH.

B cBsI31 ¢ OTCYTCTBHEM MaTOTHOMOHWYHBIX IS TIEP-
BAYHO OCTEOCAPKOMBI Cep/Lia MPU3HAKOB 1 CUMIITOMOB
JIMAaTHO3 HaIllei MaleHTKe OB YCTAaHOBJICH Ha OCHOBA-
HUU TaHHBIX MOP(OJIOTHN.

OCHOBHBIM TMCTOJIOTMYECKIM ITPU3HAKOM IEPBUYHOM
OCTE0CapKOMBI ceplia sIBJsieTcs: POpMUPOBAHUE ATUTTAY-
HOT'O OCTEOU1a, KOTOPbI MOXET UMETh BUJ KaK CKOTLIE-
HU, OJIEH, TIEPeTUICTAIOIINXCSI TOHKUX HATEH (ceTIaThIit
OCTEOHI), aHACTOMO3HUPYIOIIUX MEXIy coboii, oopasys
aHACTOMO3UPYIOIINE MUKPOTPAOEKYJIbl, TAK M TSLKEU MU
IIapOB TOMOT€HHOTO 303MHOMWIBHOIO BEIIeCTBa, C He-
POBHBIMHM KOHTYpaMHM, HEPEIKO KaIbIIU(UIIUPYIOIINXCS,
OKpYXEeHHBIX ocTeobactaMu. [lociaeagHuii BapuaHT ocTe-
onma HaOJOmaJCSI B OIYXOJIM y Hallell IMallMeHTKH.
IIpu 3TOM B pa3HbIX y4acTKax OQHOM U TOM Ke OITyXOJIU
KJIETOYHBIE 3JIEMEHTHI XapaKTePU3YIOTCSI BHIPAXKEHHBIM
KJICTOYHBIM U SIIEPHBIM ITOJIUMOP(PU3IMOM, MOTYT UMETH
caMyIio pa3HOOOpa3HyI (HOpMYy — OKPYINIYIO, OBaJIbHYIO,
BEPETCHOKJICTOYHYIO MJIH ITOJIUBIPUIECKYIO, C HATMINEM
TMTaHTCKUX OTHO- M MHOTOSIIEPHBIX KJIETOK. Bee atH rmc-
TOJIOTUYECKHUE TIPU3HAKN OTMEYaIUCh Yy Hallleil O0JILHOIA.
OrryxoJieBbIe KJIETKA HACTOJIBKO Pa3HOOOPa3HbI, YTO MOTYT
IIPOM3BOIUTH BIIEYATJICHHUE ITOTUMOPPOHOKIECTOUHOM cap-
KOMBI, 9TO 1 OBLIO B OITMCHIBAEMOM CITydae, KOraa Ipy o-
BTOPHOM II€PECMOTPE TUCTOJIOTMIECKUX IIPEIiapaToB Kap-
THHA MHTEPIIPETUPOBaHA KaK MHTUMAJIbHAsI CapKoMa.

IIpu UI'X-uccaenoBaHuu B ciiydyae NepBUUYHOMA OCTEO-
CapKOMBI cep/illa OObIYHO BBISIBISIETCS IOJOXUTEIbHAS
sKkcrpeccuss SMA u vimentin, ogHako cielnu@uIecKum
6romapkepoM auddepeHIIMPOBKH OCTEO0IACTOB ABISIET-
csa SATB2. IlepeuncieHHble UMMYHO(MEHOTUITNYECKIE
MpU3HAKU ObLIM OOHAPYKEHBI U B HAILIEeM CJIy4ae.

[lepBruyHas ocTeocapkoMa cepala XapaKTepU3yeTcs
OonbIIMM TTpoGepaTUBHBIM UHAEKCOM, OTIPEACISIIOIIM
€€ BBICOKYIO CTEIIeHb 3JI0KaueCTBEHHOCTH, arPECCUBHOE
TedeHure 1 ObICTpOe MeTacTa3upoBaHue. B npeacraBieH-
HOM HaM# KJIMHUYECKOM CJIydae HOBOOOpPa30BaHME JIEBO-
O Ipeacepaus ObLIO KJIAaCCU(UITMPOBAHO KaK ITePBUYHAS
ocreocapkoma G, a Ki-67 cocraBun 75 %.
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JuddepeHIaTbHYIO IMaTHOCTUKY TIEPBUYHOM OCTEO-
CapKOMBI cep/ilia CAeAyeT IIPOBOUTh, IJTaBHBIM 00pa3oM,
¢ HeaudpdepeHITUPOBAaHHOM CapKOMOIi, B KOTOPOIl OT-
CYTCTBYET aTMIIMIHBINA OCTCOUI, HO IIPH 3TOM MMEIOTCS
KOJUTareHOBBIE BOJIOKHA IPABMIIBHOM (DOPMBI, a TaKKe
C HEKOTOPBIMM CapKOMaMU, MMEIOIITMMU SJIEMEHTHI OCTEO-
capkoMmbl. K HUM OTHOCATCS MHTUMAaJbHAsI capKoMa
C y4aCTKaMH1 OCTEOCAPKOMBI (COCTOMT M3 XapaKTEePHBIX
HeauddepeHIUPOBAHHBIX BepEeTeHOOOPAa3HBIX KIIETOK
C Pa3IMYHBIMU aTUIIHEH KJIETOK U SIep M MUTOTUIECCKOI
aKTUBHOCTBIO, PACIIOJIOXKEHHBIX B MUKCOMIHOM MAaTPHUK-
ce 1 skcnpeccupylommux MDM?2, KOTOpbIii B HallIeM CITy-
yae ObL1 oTpuuaTeabHbIM Kak npu UI'X-, Tak u npu
FISH-uccnenoBanusx) u neauddepeHunpoBaHHast -
ImocapkoMa ¢ 3JIeMEeHTaMH1 OCTEOCapKOMBI (HapsIoy C y3-
JIOM OCTEOCapPKOMBI JTOJIKHBI OBITh YIaCTKH BRICOKOIU(D-
¢epeHIIMPOBAHHO JIMITOCAPKOMBI).

Bce BhIIIeCKa3aHHOE TTO3BOIMJIO YCTAHOBUTD TEKYIITUIA
Mopdosornyeckuii auarHo3. C TOUYKM 3peHUs] KIIMHULIM -
cTa, YTOYHeHHE MOPGOJIOTMH OITyXOJIH, 0€3YCIIOBHO, BaX-
HO, HO B JaHHOM CjIy4ae 3TO MMEET, CKopee, aKaaeMU-
YECKMM MHTEPEC, IMMOCKOJIBKY PEXMMBI JI€KAPCTBEHHOM
Tepanuu 1-i u 2-i TMHU 15T 9TUX OTYXOJIEi OMMHAKOBBI.
BepositHee Bcero, meranbHast MOPMOJIOTUS MOXET T0-
BJIMSITH Ha BEIOOD O0JIee ITO3MIHUX TUHUI TepaIliu, HO 3TO
HETIOATBEPKACHHOE TIPEAIIOIOXEHHE.

OTHOCHUTENHLHO HEDOOJIBIIOE KOJTMYECTBO OITyOJIMKO-
BaHHBIX CJIy9aeB IIEPBUYHOI OCTEOCApPKOMBI CepIIlia He TT0-
3BOJISIET JaTh YSTKUE PEKOMEHIAIINY 10 BRIOOPY HAMIYd-
IIIETO TePaIleBTUYIECKOro Ioaxona. MI3BeCcTHO, 4To JIedeH1e
JTAHHOM ITaTOJIOTUM BO MHOTOM 3aBUCHT OT JIOKQJIM3aIIUN
U pa3MepoB HOBOOOPA30BaHUs, a TAKXKE OT PacIIpoCTpa-
HEHHOCTU OOJIE3HU.

OCHOBHOI METOJI JIeYEHUSI IEPBUYHOM OCTEOCAPKOMBI
cepalia — XUPYpTAYecKuii. 3agadeil ormepaTuBHOTO BMe-
IIAaTEIbCTBA SIBIISICTCS PaIVKaIbHOE YIAJCHHUE OITyXOJIH,
YTO B PSIIE CJIydaeB HEBBIITOJIHUMO. PagnuKaabHOCTD OTIe-
paluy OKa3bIBaeT 3HAUYMTEILHOE BIMSHUE Ha IIPOTHO3
3aboneBanus [33].

[IsaruneTHsst ob1as BbpKuBaeMocTh (OB) 1 Gespern-
IWBHAsI BBDKMBAEMOCTD IIPH IIEPBUYIHON OCTEOCapKOMeE
cepaua coctapisiior 33,5 u 6,3 % coorBercTBeHHO [9—10],
YTO YKa3bIBaeT Ha HeOJaronpusITHbIA MporHo3. 1o naH-
HBIM HEKOTOPBIX aBTOpoB, MearaHa OB koiebieTcs oT
6 1o 25 mec [7-9]. I1pu stom P.J. Zhang u coast. [34]
B CBOEM MCC/IeIOBAHNN COOOIIMIIN, YTO 4 13 17 mauueHToB
yMepJiu B TeueHue 1 Mec nocJe onepauuu, a HauOoJIbIast
MIPOIOKUTETbHOCTD XKU3HHM TTOCTIe XUPYPTUIECKOTO BMe-
IIaTeabCTBa cocTaBmia 131 mec.

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK

HawuGonee BaxXHBIM U pelapinM (pakKTopoM, BIIUSI-
IOIIMM Ha IIPOTHO3, SIBJISIETCS HAJTNIME OTHAJICHHBIX MeTa-
crazoB. Coobmiaercs, 4yTo cpeaHee 3HaueHre OB manueH-
TOB C METacTa3aMM COCTaBIISIET 5 MeC IO CPaBHECHUIO
¢ 15 mec y manmeHToB 0e3 MetactasoB (n = 34) [35].

o 80 % naLyeHTOoB ¢ IEPBUYHOI OCTEOCAPKOMOM Cepii-
L1a YK€ UMEIOT MIPU3HAKK OTAAIEHHOIO METacTa3upOBaHUA
Ha MOMEHT TtepBUYHOM quarHoctuky. Hanbosnee pacripoctpa-
HEHHBIMM JIOKATM3ALSIMA OTIAJICHHBIX METACTA30B SIBIISTIOT-
Cs1 JIETKHUE, MSITKHE TKaH! (BKJTIOYasl CpeOCTeHNE) M KOCTH.
OrncaHbI MeTacTa3bl B TOJIOBHOM MO3Te, IMATOBUITHOM XKeJie-
3¢, MIEYEHU, KeJTyIKe, TOYKAX, HAAMTOYEYHUKAX, KOXKE, MbILLI-
11ax, a Takke Ha oprommHe [10, 13, 34, 35]. ITocnenHee mpo-
SIBJICHME OOJIE3HN MMEJIO MECTO Y Halllei TTaIlMeHTKH.

OTtnaneHHBIE MeTacTa3bl YIAISIOT PEIKO: TOJIBKO B TEX
CIIyJasix, KOTIa eCTh HalexXIa Ha ITOJTHOe yIaJlleHue Tep-
BAYHOM OITYXOJIU.

C y4eToM peaKoii BCTpeuaeMOCTH IMTEPBUYHOM OCTEO-
CapKOMBI ceplia onTUMainbHbIi pexxum XT 11 mauueH-
TOB C IMCCEMUHUPOBAHHOU 00Jie3HbIO HeusBecTeH. Co-
[JIACHO OrpaHUYCHHBIM JAaHHBIM MHOTOKOMITOHEHTHAasI
XT, Bo3MOXHO, 0oJiee 3¢pheKTUBHA; aKTUBHOCTHIO 00-
JIaJaloT TOKCOPYOMLIMH, ndocdaMu, TakcaHbl, TeMIIN-
TabuH 1 uuciiatuH. H. Mhadgut u coasr. [11] Ha ocHO-
BaHUM JAHHBIX JIMTEPATypPhl CUMTAIOT, YTO Hamboee
pacpoCcTpaHEeHHOM CXeMOI JIeueHUs B 1-i1 IMHUU SIBIISI -
ercs pexxuM Al. YV Halueil 60JbHOM TakKXXe B KayecTBe
1-i1 TMHUU JIeKapCTBEHHO TepaIruy ObLI YCITEIIHO Mpy-
MeHeH pexnM Al (CyMMapHO TIpOBeIeHBI 8 KypCOB): I0-
CTUTHYTHI MOJHBINA PagUOJOTUUYECKUI OTBET OIYXOJIH
Ha JieyeHue U Bbicokue noka3aTtean BBIT — 26 mec.

B kauecTBe ieKapCcTBEHHOM Tepanuu 2-i TUHUM MO-
KeT paccMarpuBathes pexkuM GemTax (reMiuTadbnH B 10-
3¢ 675—900 Mr/m? B 1-it u 8-i1 iHM + JOLIETAKCEl B 403¢
60—100 mr/m? B 8-i1 neHb) [11], KOTOpBIA U IPOBOAUTCS
B HacTosiIee BpeMs Haleii 6oiabHoM. Ha doHe 2-it muaum
JIe4eHUsI JOCTUTrHyTa yactTuuyHas perpeccusi, BBII cocra-
Buna 4+ mec. JleueHune TIpogonKaeTcs.

OO611ast BEDKMBAEMOCTh MAIIMEHTKY HA MOMEHT Ha-
nucaHus ctaThk (anpens 2024 1) nocturia 32+ mec.

3aknueHue

Ha ceropHsiiuHuii AeHb KIMHUYECKUN OIBIT JUarHO-
CTUKMU U JIEUEHUSI TIEPBUYHOI OCTEOCAPKOMBI Ceplla MU~
HumajieH. CylllecTBYIOIINE TepareBTUYECKHNE TTOIXOIbI
B OOJIBIIIMHCTBE CIy4yaeB HOCST Ma/UIMaTUBHbIN XapakKTep.
CoBepllIeHCTBOBaHME COBPEMEHHBIX METOIOB TMAaTHOCTH -
KU U JIeYeHUsT JaHHOU HO30JI0TUM, BO3MOXHO, TTIOBJIUSIET
Ha IPOTrHO3 3a00J1eBaHUSI.
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