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' DepilepanbHOe rocyjapCcTBEHHOE GloKeTHOE

yupexaeHue «<HaumnoHanbHbI MEANLUHCKNI
NCCIeAoBaTeNbCKUN LIEHTP MEHW akafeMmKa

E.H. MewanknHa» MuHuctepcTBa 3gpaBooxpaHeHns
Poccuinckon Gepepavmmn, Hosocmbmpcek,

Poccuinckaa ®epepauna

2 DepeparnbHoe rocyaapcTBeHHoe blopxeTHoe
obpasoBaTenbHOe yupexaeHue Bbicliero obpasoBaHms
«HOBOCMOUPCKIMI FOCYAAPCTBEHHDBIV MEAULIMHCKUIA YHBEPCUTET»
MuHucTepcTBa 3apaBooxpaHeHnsa Poccuinckon Oenepaumm,
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HepnddepeHumpoBaHHaa nneomopdHas capkoma — 3TO
BbICOKO 3/TOKaYeCTBEHHAsA OMyXoJflb, COCTaBMAOLWANA OKO-
N0 TPeTn BCex MepBUUHbIX cCapkoMm cepgua. NprBegeHo
onucaHue HabnopeHns HegnopepeHUMPOBaHHOW Meo-
MOPdHOI capKombl B FPpyAHOM BO3pacTe C Moapo6Hol
MOPONOrMYECKON KapTUHOM N UMMYHOTMCTOXUMUYECKUM
nccnefoBaHVEM OMyXOJW, KPaTKUM 0630poM NuTepaTypbl.
COBOKYMHOCTb TakUX AaHHbIX GyAeT nosesHa He TONbKO
NpaKTMKyowWwrm natomopdonoram, HO 1 UCCIefoBaTeNAM
OPYrUX MeAnKO-GMONorMyecknx cneumnanbHocTen ans
npoeefeHusa auddpepeHuUnanbHON SUArHOCTUKN, N3yYeHns
MEXaHW13MOB Pa3BUTUA U Pa3pPabOTOK TaKTUKM leUeHns na-
LIVEHTOB.

KnioueBble cnoBa: KAVHUYECKWIA Cydail; Heguddepen-
LMpoBaHHasA nneomopdHasn capkoma; nepBrYHas onyxonb
cepaua; capkoma cepaua
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Puc. 1. OparmeHTUpOBaHHbIN MaKpornpenapaT yAaneHHON onyxosnu

BBepeHune

MepBuYHbIE ONyxonn cepaua ABNATCA AOCTAaTOU-
HO peaKol naTosiorvien, NPenMyLLeCTBEHHO A06PO-
KauecTBeHHOW NpunpoAbl. Mix BcTpeyaemocTb ocTaeTcA
[OCTOBEPHO Hen3BecTHOW. Mo faHHbIM pa3HbIX Ucce-
[OBaHUN, pacyeTHasA YacToTa KonebneTca B npefenax
0,050-0,200 % oT Bcex HoBoobpa3zoBaHui [1; 2]. OgHa-
KO B NocsiefHme roabl KOMYeCTBO NaLMeHTOB C BEPU-
b1LMPOBaHHbBIMI ONYXONAMY cepALia BO3pacTaeT, YTo
B NepBylo ouepefb MOXeT OblTb CBA3AHO C LUIMPOKUM
BHEJpEHMEM B KIIMHNYECKYI0 MPaKTUKY BbICOKOTEX-
HOJNTOMMYHbIX METOAO0B AMarHOCTUKK [3; 4]. N3 H1ux 90 %
COCTaBAAT MMKCOMbI, ManunnsapHole ¢prnbposnacTto-
Mbl 1 pabgomuomsl [5].

Capkombl cepgLa — 3To rpynmnoBoe o603HauyeHne
3/10KayeCcTBEeHHbIX HOBOOOpa3oBaHWI cepAua, Co-
cTasnawwmx okono 10 % oT Bcex NepBUYHbIX OMyXo-
new cepfua, nopaamwmx rnaBHbIM o6pa3om nmua
CpefHero BO3pacTa, 1 onucaHbl eiVHNYHbIE Cllyyau
nepBUYHBbIX CapKoM ceppua y geten [2]. CapKombl
cepaua pasHoobpasHbl MO FMCTONOMMYECKOMY CTPO-
€HUIo 1 MOryT ObITb NpeAcTaBieHbl B nopaake yobl-
BaHVA YacTOTbl X BCTPEUYAEMOCTU: aHIMOCAPKOMO,
HegnddepeHUNPOBaHHON NIeoMOpPdHOI CapKOMOW,
NIeNOMMOCaPKOMON, MUKCOPUOBPOCAPKOMOI, OCTEO-
CapKOMOW, CMHOBMAIbHOWN CapKOMOW 11 SMOPUOHASIb-
HOW PabaoMMOCapKOMON, BCTPEYAIOLLENCA TONbKO Y
neten [5].

MNpeactaBneHHbIN KNMHUYECKUIA Cllyvail OTHOCUT-
CA K rpynne pefKknx 3/10Kka4eCcTBEHHbIX HOBOObOPaso-
BaHUN y feTeln rpyaHOro so3pacrta 1 JeMOHCTpUpyeT
HeobxoAMMOCTb AalibHeNLEero nyyeHna n ¢peHoTMnu-
poBaHNA NePBUYHbIX CApKOM cepaLa.

KnuHunueckuin cnyvain

MpuBoaMM HabnwofeHWe nauveHTa B Bo3pacTte
2 Mec., KOTOPbIN NOCTYNWA B [eTCKOe XMpypruyeckoe
otaeneHne ONbY «<HMWL mm. ak. E.H. MewanknHa»
MwuH3gpaBa Poccm no nosofly o6HapyKeHHOro npu
3xoKapauorpadumn B NoCTHaTalbHOM nepuoge obb-
eMHOro obpa3oBaHuA NpaBoro npeacepaus. Mocne
o6cnefoBaHUA B CTauMoHape pebGeHKy BbIMOSHUIN
XMpypruyeckoe yganeHue onyxosu.

Mpu makpockonuueckom mccnepoBaHun obpaso-
BaHMe pa3mepom 35 X 25 X 20 MM OKpYrno-0BasibHOMN
$OpMBbI, MArKO-311aCTUYECKON KOHCUCTEHLMM, Ha pa3-
pe3e XeNnToBaTo-6e/10ro LBeTa, C yyacTkamu byporo,
MecTamy C ynnoTHeHuAMN GenlecoBaToro uBeTa. Ha
OfHOM M3 Y4aCTKOB OMyX0Jib MIOTHO CpaLleHa C SHAO-
Kapaom npasoro npeacepamns (puc. 1).

Mpy MUKPOCKOMMYECKOM MCCIefoBaHUM OMyXosib
npefacTaBfieHa aTUMUYHBIMU MONUMOPOHLIMK KneT-
Kamy ABYX TWUMOB: BbITAHYTbIMU BEpPETEHOOOpPa3HbIMU
U MONNIOHANbHBIMK KPYMHbBIMUK, MECTAMU MHOToszep-
HbIMU. fiipa KNeToK KpynHble, NonnmMmopdHble, YacTb —
6a3odunbHble, YacTb — Bonee CBeT/ble, MECTaMM OM-
TUYECKM NyCTble, BCTpeYarTca Muto3sbl. Onyxonesble
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KNeTKM C NAOTHbIM PacrnonoXeHnem n Gopmuposa-
HMeMm nyykoB. MecTamum nexat 6onee paspo3HEHHO
B NJIOTHOW KONnareHoBOW CTPOMe, B APYrnx Mectax
B pbIxnon MukcompHoin. OTmeualoTca Hebonbline
KPOBOU3NMAHMSA, 6ONbLIOE KONMYECTBO COCYLOB MNpe-
UMYLEeCTBEHHO KanwunnapHoro Ttuna, auddysHas
MOHOHYyKneapHasa nHGunbTpauma (puc. 2), a Takxe
WHBAa3VBHbI POCT ONYyXONW B MUOKapZ NpaBoro npea-
cepams.

YunTtbiBaA MNOJSyUYEHHYIO TUCTONOMNYECKYD Kap-
TUHY AaHHOrO HOBOOOpa3oOBaHUs, MPOBENU pacLIv-
pPEeHHOE VMMMYHOMMCTOXUMMYECKOE MWCCliefoBaHue.
Peakuymm c aHTUTEenammn nokasanu AndedysHylo 3KC-
npeccuto K Vimentin, AMS, ASM. B yacTtu onyxoneBbix
KNeToK MNosioXKuTesibHas 3Kcnpeccus Habnoganacb
K CD31, CD34, WT1 (puc. 3); oTpuuaTenbHaa —
kK PanCK, Desmin, MyoD1, Myoglobin, Myogenin,
Caldesmon, CD99, EMA. UHgekc nponudepaunm Ki67
coctaBun go 12 % B onyxosneBblxX KNneTKax.

O6cyxpeHne

HepnddepeHumpoBaHHas nneomopdHaa capKko-
Ma — 3TO pefKas BbICOKO 3/I0KaueCTBEHHas ONyxoJib,
COCTaBMALLAA OKOJMO TPETM BCEX NEPBUYHBIX CAPKOM
ceppua [6]. MpegnonoxmTenbHO 65 % TakUX capkom
NOKANU3ylTCsA B JIEBOM NpPECeEPAUN, UTO ABISAETCA

Puc. 2.
HepnddepeHumposaHHasa
nneomop¢Hasa capkoma:
NAOTHOE PacrooXeHne
KNeToK 1 KosnareH13mpo-
BaHHaA CTPOMa;
yBenmyeHuve X 100 (A);
BepeTeHoobpasHbie 1
KPYMHble MoAUroHanbHble
KNeTKu;

yBenuyeHune X 400;
MWKCOMAHaA CTPOMa;
yBenmyeHue X 400 (C);
KPOBOU3NIMAHNA Y MOHOHY-
KneapHasa MHunbTpauus;
yBenumyeHue X 200 (D);
OoKpacKka reMaToKCUIMHOM
1 503VIHOM

NPUYNHOW CTEHO3MPOBAHMA JIEFOYHbIX BEH U MUTPAsb-
Horo Knanata [7; 8]. Tak»e OHU BCTpevatoTcA B NOIOCTH
nepukapga, NpaBoM »Kefyaouke, obnactu KnanaHa ne-
rOYHOI apTepun, NPaBoOM NPeACcePAMUN 1 NEBOM Xenly-
nouke. Onyxonb HepeKo AaeT MeTacTasbl B IerKue, ro-
NOBHOW MO3r, KOCTU, NE€YEHb U Apyrue opraHbl [6].

Makpockonuueckn HepgunddpepeHLunpoBaHHasA
nneomopdHaa capkoMa MOXeT BbIrNAfETb KaK Nonau-
NOBMAHO-YTONLEHHbIW 3HAOKapA [9], moxeT nmetb
HOXKY MW HanoMKHaTb MUKCOMY. Ha pa3pe3se xen-
TOBATO-6€/10ro LBeTa, MectaMu bonee nectpas 1s-3a
KPOBOU3NUSAHUN 1 HeKpo3a [10]. Kanbumdukauus He-
cneunduryHas.

MMcTonormyeckn onyxonb HeOAHOPOAHAA U MHOrO-
KOMMOHeHTHasA. CTpoma MecTamMy HanoOMUHAET MUKCO-
dubpocapkomy ¢ obunmem MMUKCOMAHOFO MaTPUKCa,
MeCTaMU MNOTHAA KOJlareHM3npoBaHHas. KNneTouHbIn
COCTaB BapbUpyeTCA OT MEeNIKUX OKPYFAbIX 3NUTeNn-
OAHOMNOJOOHbBIX BEPETEHOBUAHBIX [O TUFAHTCKUX
MHOrOAfEepPHbIX KNeToK. BcTpeyatotca natonormyeckme
MWTO3bl 1 30HbI HEKPO3a. B cTpome Takke YacTo npucyT-
CTBYET XPOHUYECKOe BoCnaneHune n uHbunstpalms ne-
HUCTBIMU KneTKamu. MNpu GeHoTUNMpoBaHNK onyxonu
MOXXHO HaboAaTb IKCMPECCUIo LIUTOKEPATUHOB U rag-
KOMbILLEYHOro akTuHa B 50 % cnyyaeB. Takxke NofoXu-
TeslbHaA peakuna oTMmevaeTca ¢ BUmeHTHoOM 1 CD34 [5].
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Ha ocHOBaHUM M3MI0XKEHHBIX JaHHbIX UTEPaTYpbI,
a Take MONy4YeHHOro MMMyHobeHOTUMNa onyxonu
Mbl nposenu auddepeHUManbHbI gMarHo3 mexay
3MOprOHaNbHON pabaoMMOCcapKOMON, ierommocap-
KOMOW, aHIMMOCapKOMOW, CUHOBUANIbHOW CapKOMOM,
MUKcopubpocapkomor 1 HeauddepeHLpPOBaHHOMN
nneomopdHo capKoMOW. YUunTbiBasd OTCYTCTBUE IKC-
npeccun NMMYHOTUCTOXUMUYECKNX MapKepoB K MNo-
nepeyHo-nonocaTon Myckynatype, Takmx kak MyoD1,
Myoglobin, Myogenin, uckniounnm sm6proHasbHyio
pabgomumocapkomy. [ina aHrmocapkombl oTMeYanu He
COBCEM XapaKTEPHYI0 Kak MaKpo-, Tak 1 MUKPOMOP-
donornio, YTo 3akmiovanocb B OTCYTCTBUM OOLWIMNP-
HbIX KPOBOW3NMMUAHWUIA U KPYMHbIX COCYHOB, a TakKe
BO3pacT nauueHTa (2 mec.). PaBHbIM obpasom 1 gns
NeioMNOCapKOMbl He XapaKTepeH CTOMb Manblil BO3-
pacT nauueHTa, Kak 1 oTCyTCTBIME 3Kcnpeccuy Desmin,
Caldesmon 1 NoNoOXWTeNbHON 3KCMPECCUN YacTblo
ONyXOJIeBbIX KNEeTOK COCyancTbiMn mapkepamu CD31
n CD34. CnHoBmanbHaA capkoMa MCKoYeHa Bcnea-
cTBMe oTcyTcTBUA Kcnpeccun K PanCK n EMA. U Ha-
KOHeL, MUKCOGMOPOCapKOMY MCKNIOUUIN, YUUTbIBAA
KakK HEeTUMWYHYI0 ANA Hee nokKanusaumio (Ana Muk-
CcoprnbpOoCapKOMbl XapaKTEPHbI SIEBble OTAENbI, A He
npaBoe npeacepane), Tak 1 TKAHEBbIN NOANMOPHU3M
ee CTPOeHUA, B KOTOPOM He MUKCOUIHbIN, HO NAOTHBbIN

© N.C. MypalwuoB n coasT., 2020

Puc. 3.
NmmyHormncTroxmmmyeckoe
nccnepoBaHue:

C aHTUTenamm

K BUMEHTUHY;
yBenuyeHue x 100 (A);
K rlagKOMbILLEYHOMY
aKTUHY;

yBenu4yeHwue x 200 (B);
KCD 31;

yBenuyeHue x 200 (C);
KWTT;

yBenuyeHue X 200 (D)

KOmnareHoBbI MaTPUKC C TECHbIM PacrosoKeHNeM
onyxoneBbIX KNeTok umen 6onbwmin o6bem. Ouarosas
nosoXuTesNbHasA sKcnpeccus ¢ aHTuTenom K WT1 mo-
XKeT CBUAETeNIbCTBOBATb 06 3MOPVOHANIBHOM MPOUC-
XOXAEHVIN OMYXOJN.

Taknm 06pa3om, C yueTom Bo3pacTa NauueHTa, no-
Kanumsauum omnyxosu, MHOTOKOMIMOHEHTHOIO XapaKTe-
pa cTpoeHus 1 GeHOTMNA BbiCTaBNeH ANarHo3 «Hegund-
depeHUMpoBaHHan NieomMopdHasn CapKomar.

3aknoueHmne

PenkocTb npeacTaBieHHOro HOBOOGPA30BaHUSA
N BO3MOXKHOCTb OKa3aHWs fieueHns JaHHOW rpynnbl
MaumMeHTOB BbI3blBalOT HEOOXOANMOCTb AanbHewLe-
ro usyyeHus n GeHoTUNMPOBaHMA NEPBUYHBIX Cap-
KOM ceppla y AeTei rpygHoro BospacTa B KaxAoM
cnyyae. Co3faHne eANHOro MeXAyHapoAHoro pe-
ecTpa no AaHHOW HO30M0MMN NMOMOXET PacnpuUTb
noHUMaHvie mopdonornnm n GeHoTNNa KOHKPETHOM
BepndrLMpoBaHHOI onyxonu. COBOKYMHOCTb TaKnX
XapaKTePUCTUK BYAET NONE3Ha He TOSIbKO NPaKTUKY-
oMM natomopdonoram, Ho 1 nccefoBaTenAm gpy-
rMx MeanKo-61ONIOrMYEeCcKNX crelunanbHoCcTeln ans
andodepeHumnanbHoM ANarHOCTUKK, U3yUYeHnsa Mexa-
HU3MOB Pa3BUTUA U Pa3paboTKM TaKTUKK JleueHusn
naumneHToB.
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Undifferentiated pleomorphic sarcoma of the right atrium in an infant
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Undifferentiated pleomorphic sarcoma is a high-grade malignant tumour, accounting for one-third of all primary cardiac
sarcomas. This paper describes a case of undifferentiated pleomorphic sarcoma in an infant using detailed morphological
characterisation, immunohistochemical examination and a brief literature review. Taken together, these data will be useful
not only for practicing pathologists but also for researchers of other biomedical fields for the development of procedures for
differential diagnoses, investigation of the pathogenesis and development of therapeutic approaches for undifferentiated

pleomorphic sarcoma.
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