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OITYXOJIU HOTOXOPIBL: JUPDEPEHIIMAJIbHBIN
JIUATHO3 U ®AKTOPHI [TPOTHO3A

I.B. BynbiueBa!, @. beprouu?, I1. Bayunnu?, H.C. baokun’, A.B. ®enoposa’, O.T. Xsau!, D.P. Mycaes',
H.E. Kymummnckuii!

'QI'BY «Hayuonanvhoiit meduyuHcKui uccredosamenvckuil uenmp onkonoeuu um. H. H. Baoxuna» Munzopaea Poccuu;
Poccus, 115478 Mockea, Kawupckoe wocce, 24;

2Casa di Cura Villa Erbosa University of Bologna; 50/2 Via dell’Arcoveggio, boaones 40129, Umanus;

SPIAOY BO «Ilepswiit Mockosckuii eocyoapcmeentbiii meduyurckui ynueepcumem um. M. M. Ceuenosa» Munzopasa Poccuu
(Ceuenoscruii Ynusepcumem); Poccua, 119991 Mockea, ya. Tpybeuxas, 8, cmp. 2

KonTakTbl: Wpuna BnagucnasosHa bynbiuesa irena@boulytcheva.com

Xoppoma npepcraBnset co6oi cneunduyeckyio Me3eHXMMabHYI0 0NyX0Jb, TMCTOrEHETUYECKM CBA3AHHYIO C HOTOXOPAOIA,
pa3BUBAIOLLYIOCSA B aKCUANbHOM CKeeTe M 061afalolLylo CBOEOOPasHbIMU KIMHUYECKUMU U MOPGOOrMYECKUMU NPO-
ABNeHUAMK. Mo rMcToNornyeckomy CTPOEHUID CTPYKTYPHLIE KOMMOHEHTbI XOPAOMbI HaNnoOMKUHAIOT HoToxopay. M3yyeHo
94 cnyyas XOpAOMbl KpecTua, 4 ciy4yas XopAOMbl NO3BOHOYHMKA U 2 Cly4asn XOpOMbl OCHOBAHUSA Yyepena y 44 naLneHToB
MY}KCKOro nona v 50 nauuMeHToB XEHCKOro noia B Bo3pacTe oT 3 4o 72 NeT. B 6 HabnofeHUAX AMarHoCTMpoBaHa aeand-
tepeHuMpoBaHHas Gopma 3abonesaHus, B 1 HabnogeHU — HU3KoaudhepeHLUPOBaHHbIA BapUAHT XOPAOMbI. BaxHbIM
B [LUArHOCTMKe XOPAOMbI OKa3anca MMMYHOTUCTOXMMUYECKUI METOS, BbIABAAIOLLMIA IKCNIPECCUIO LUTOKEPATUHOB, 3NNTe-
nuanbHoro mem6paHHoro aHtureHa (EMA), muansHoro dubpunnspHoro kucnoro npotenHa (GFAP), S-100, 6paxuypu.
[lnarHocTuka HU3KoANHEpeHLNPOBAHHOTO BapuaHTa XOPAOMbl CONPOBOX/AANach NoTepei PeakTMBHOCTY C MapKepoMm
SMARCB1/INI-1. OtpuuarenbHas peakuus ¢ xpomorpaHuHom A, D2-40, a Takxke peakuus c opraHocneuudmyeckumm
Genkamu (TTF-1, mammarnobuH, PSA, CDX-2) no3BonsaM UCKNIOUUTL XOPAOMY W BbIABUTb METAacTasbl paka pasfanyHou
nokanusauuu. NpusefeH npumep AudhepeHLLManbHoi AUAarHoCTUKN ¢ JOOPOKAYECTBEHHOI ONYX0bio HOTOXOPAb!/ py-
AVMMEHTapHbIMI OCTPOBKAMM TKaHWU HOTOXopAbl. OnucaHbl peKue BapuaHTbl OMyXO/K, B TOM YUCNe HU3KO- U aeandde-
PEHLMPOBAHHbIN BapUaHTbl XOPAOMbI, @ TAKXKE IKCTPAAKCUANbHbI BAPUAHT XOPLOMbI.

KnioueBble c10Ba: HOTOXOPA], HOTOXOPAANbHAS ONYX0Jb, XOPAOMA, Opaxuypu

Ina yutupoBaHua: bynviuesa U.B., beptoHu @., Bauunnu M. n gp. Onyxonu HoToxopabl: AuddepeHLManbHbIi fUuarHos
u dakTopbl nporHo3a. OHkonatonorus 2021;4(3-4):10-20. DOI: 10.17650/2618-7019-2021-4-3-4-10-20.

Notochordal tumors: differential diagnosis and prognostic factors

LYV. Bulycheva’, F. Bertoni’, P. Baccini?, N.S. Babkin’, A.V. Fedorova’, O.T. Khvan’, E.R. Musaev', N.E. Kushlinskiy’

IN.N. Blokhin National Medical Research Center of Oncology, Ministry of Health of Russia; 24 Kashirskoe Shosse,

Moscow 115478, Russia;

2Casa di Cura Villa Erbosa University of Bologna; 50/2 Via dell’Arcoveggio, Bologna BO 40129, Italy;

JI.M. Sechenov First Moscow State Medical University, Ministry of Health of Russia; 8/2 Trubetskaya St., Moscow 119991, Russia

Contacts: Irina Vladislavovna Bulycheva irena@boulytcheva.com

Chordoma is a rare mesenchimal tumor with anusual clinical behavior and morphologic appearance. In the current study
we examined 94 cases of chordoma, predominantly localized in sacrum, ages 3-72, 44 men and 50 women. Six cases of
dedifferentiated variant of chordoma were revealed. In an effort to clarify the diagnosis and differentiation, the tumor
samples of chordoma were examined by immunohistochemistry with a panel of antibodies. The panelincluded antibod-
ies to cytokeratin, epithelial membrane antigen (EMA), D2-40, GFAP (glial fibrillary acidic protein), S-100, brachyury,
chromogranin A, TTF-1 (thyroid transcription factor), PSA, CDX-2, mammaglobin. The diagnosis of one case of poorly
differentiated chordoma was proved by the lack of SMARCB1/INI-1 reactivity. A negative reaction with chromogranin A,
D2-40, as well as a reaction with organ-specific proteins (TTF-1, mammaglobin, PSA, CDX-2) made it possible to exclude
chordoma and reveal cancer metastases of various localization. Several examples of benign notochordal rests and dif-
ferential with classic chordoma are proposed in the paper.
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Hotoxopna saBasieTcst sKTonepMaaIbHON CTPYKTYPOI
CpeIMHHOI JTMHNHU, OJ1arogapsl HAIMIIIO KOTOPOI BBIAC-
JIsieTcsl OMOJIOTMYECKMIA B XOpAoOBEIX [1, 2]. Yike Ha 3a-
POIBIIIEBOM CTAINM Pa3BUTHS YeJIOBeKa HAUMHAIOT IIPO-
WCXOIUTh JereHepaTUBHBIC M3MEHECHMS HOTOXOPIHI,
KOTOpBIE OKOHYATEJIFHO 3aBEePIIAIOTCS Ha 2-M JIeCSITUIC-
iU Xu3HU. OTIenbHbIC KJIETOYHBIC THE3Ma HOTOXOPIBI
MOTYT COXPAHSIThCSI B MEXKITO3BOHKOBBIX IMCKaX YeIOBEKa
Ha TIPOTSKEHUU Beell skn3Hu [3]. UMeHHO 3Tu pynuMeH-
TapHBIE OCTPOBKM TKAaHW BBI3BIBAIOT PSII 3aTPYTHEHMIA
B IMAarHOCTUKE U TPeOYIOT MPOBOAUTEL AU depeHIInamb-
HYIO IUAaTHOCTUKY C XOPIOMOM, XOHIPOCAPKOMOI1, a TAKXKe
METacTa30M CBETJIOKJIETOTHOTO paKa IOYKH 1 3JI0OKAYECT-
BEHHBIMM OITyXOJISIMU APYTUX JIOKATU3AINNA. SBIIsIeTCS Tr
XOpaoMa IIPOM3BOIHBIM UMEHHO 3THX KJIIETOYHBIX 3a4aT-
KOB, OCTaeTCsI HEeSICHBIM, TIOCKOJTBKY OHA pa3BUBACTCS B KO-
ctu (OCHOBaHME Yepera, KpecTell, KOITIMK, B PEIKUX CITy-
YyassX — IMO3BOHOYHBIN CTOJI0), a HE B MEXKITO3BOHKOBBIX
muckax [3]. UMmeroTcst Takxke UMMYHOTHCTOXMMUYECKIE
PasIIMsT MEXXKIY HOTOXOPIO# 3apOoIbIliia 1 KIIeTKaMU XOp-
IIOMBI, KOTOpast TIPEACTABISIET CO00I BRICOKOOU M depeH-
LIMPOBAHHYIO 3JIOKAYECTBEHHYIO ME3¢HXMMATBHYIO OITyXOJTb
C OTJIMIUTETbHBIMHA KIIMHUYIECKIUMU 1 MOP(POIOTTIECKI -
MM OpU3HaKaMu. XopAoma BcTpeuaercs: B 4 % ciydaeB
3JIOKAYECTBEHHBIX OITYXO0JIei KOCTEH M O TUCTOJIOTNIEC-
KOMY CTPOEHMIO 00JIaTaeT CXOICTBOM C HOTOXOpHoii [4].

JloOpokavyecTBeHHAS] OMYXO0Jb HOTOXOPIBI SIBIISICTCS
OITyXOJIbIO ¢ M (hEePESHIIMPOBKOM, COOTBETCTBYIOIIEH HO-
Toxopae. JIoKanm3aIs oImyxoii He OTIIMYAETCST OT TAKOBOM
KJIaCCHYECKOM XOPIOMEBI (OCHOBaHME Yeperia, IT03BOHOY-
HUK, KpecTell ¥ KOIMIKK). OIyXoJI MOTYT OBITh MHOXE-
CTBEHHBIMU M COYETAThCS C XOpAOMOM. BoabmmHCTBO
OITyXOJIe 0OHapYyKEHO Y B3POCIBIX, OMHAKO ONMCAHBI
cIIyJau ¥ IeauaTpudecKoit moOpoKadeCTBEHHOM OITyXOJIr
HoToxopmbl. Kak mpaBmiio, 3abojieBaHNE OKa3bIBACTCS
CJIy4YaliHOM HAaXOJOKOM IMPU JTy4€BOM JUATHOCTHUKE.

JlyueBasa amarHoctuka. Ha peHTreHorpammax xapak-
TepeH (POoKyc CKIIepo3a, MHOTAA 10 MHTEHCUBHOCTH COOT-
BETCTBYIOIIMI CIOHOBOI KOCTH. Ha KOMITBIOTepHBIX TO-
MorpamMMax QUKCHUPYeTCS oJar yMepeHHO BBIPAKEHHOTO
CKJIEpO3a, TIpH OOJIBIIIMX OITYXOJISIX HE MCKITI0YAeTCsT BHE-
KOCTHOE pactipocTpaHeHue. [Ipy MarHUTHO-pe30HAHCHOM
ToMorpadnu, KaK IPaBWIO, ONPeaeITIoTCs T dy3HBIN
GoKyc yMepeHHOI MHTEeHCUBHOCTH B pexkxume T1 u curHan
IMOBBIIIIEHHOM MHTEHCUBHOCTH B pexkume T2 (puc. 1, 2).

Tucrosornyeckoe ucciaea0BaHue MO3BOJISIET BbISIBUTD
COJIMIHBIE TIOJIST M3 BAKyOJIM3UPOBAHHBIX KIIETOK, CXOMHBIX
110 MOPGOJIOTHH C ATUTIOLINTAMM, B COUCTAHUM C MEHEe BaKy-
OJIM3UPOBAHHBIMU 03MHOMUILHBIMA KiIeTKaMu. [TnkHO-
TAYHBIE SIIpa KJIETOK MOTYT OBITh OKPYIJION MJIN TIOJIUTO-
HaJIbHOM (DOPMBI, M3peKa ¢ TIpU3HAaKaMU IToIUMopdr3Ma.

Puc. 1. Penmeenoepamma é 6okosoii npoexyuu. Ha yposne LS5 nozeonka
(0bo3Hauen cmpenkoii) onpedensemcs Gokyc cKaepo3a, o4az coomeemcm-
8yem u300padicenuro, NoAyHeHHOMY npU MACHUMHO-PE30HAHCHOU MoMOoepa-
uu. Ilpu ckanuposanuu ckenema o4ae NOPANCEHUs. He BbIAGAAEMCS

Fig. 1. X-ray image, lateral view. A sclerotic lesion is visualized at the level
of the L5 vertebra. This lesion matches the lesion identified at magnetic
resonance imaging, but was not detected at skeleton scanning

Puc. 2. Axcuanvras npoexyus 6 pexcume T2 (caesa) u caeummanvhas npo-
exyus 6 pexcume T1 (cnpasa). Ouae nopaxcenus na ypogne L5 nozeonka
¢ Hecheyuguueckumuy xapaKkmepucmuxamu cuenanog: nuzkum npu T1u eo-
MO2EHHbIM, NPEUMYULeCIMBEEHHO UHmMeHcUHbIM npu T2

Fig. 2. T2-weighted axial (left) and T1-weighted sagittal (right) images.
Lesion at the level of the L5 vertebra with non-specific signal characteristics:
low-intensity TI-weighted signal and homogeneous, primarily intense
T2-weighted signal
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Heb6onbime KucTo3HbIE MPOCTPAHCTBA COAEPXKAT F03UHO-
(bubHBIN KomonaHbIi Matepuai. JlompuaToCcTh CTPYKTY-
Dbl WINM MUKCOUIHBIN MaTPUKC HeXapakTepHbl. MUTO3bI
OTCYTCTBYIOT, COCYOMCTas CeTh KpaliHe cKymHas (puc. 3,
4). Cpenu OoNMCaHHBIX CTPYKTYP MOXXHO HAOII0AaTh KPO-
BETBOPHBIN KOCTHBI MO3I U OCTPOBKM CKJIEPO3UPOBAH-
HbIX KOCTHBIX 0ajioK.

NMMyHOTHCTOXNMHYECKOE HCCJIE/IOBAHME BBHISBISICT
TTOJIOKUTENTHOE OKpAITMBaHUE C Opaxuypu, BAMEHTUHOM,
OOILIMMU IIUTOKEpATMHAMU U ITUTOKepaTHOM 18-10 THma,
SMUTETNATBHBIM MeMOpaHHBIM aHTUTeHOM (EMA) 1 Gen-
koM S-100 (puc. 5, 6).

Puc. 3. Jlobpoxavecmeennas onyxons Homoxopdot. B aeeom nusicnem yeny —
oKyCcbl KPOBEMBOPHOLO KOCIMHO20 MO32A 6 MeNCOANOUHBIX NPOCIPAHCMBAX.
OcHosHylo maccy npenapama 3aHUMAKOM CMPYKmypbl, npedcmasneHHbie
noAAMU U3 KPYNHBIX KAEMOK ¢ ONMU4ecKy nycmoil Yumonaasmoil, Hanomu-
Hatoujue aounoyumo!

Fig. 3. Benign notochordal tumor. Areas of hematopoietic bone marrow in the
interstitial spaces can be seen at the bottom-left of the image. The specimen
primarily consists of structures represented by fields of large cells with optically
empty cytoplasm, resembling adipocytes

Puc. 4. Jlobpoxauecmeennas onyxons Homoxoposl. Ilpu 6oavuem ygeauvenuu
XOpouio KOHMYpupylomes uemiue 6a30QunvHoie MOHOMOPpPHbIe 30pa Kae-
MOK, 6CMPEeHaromcst KAeMKU ¢ Ky3bipHamotl Yyumonaazmoi

Fig. 4. Benign notochordal tumor. Clear basophilic monomorphic cell nuclei can
be seen at higher magnification; there are some cells with vesicular cytoplasm

0630pebI U nekyuu

Puc. 5. Zlobpoxavecmeennas onyxons Homoxopost. Ummynoeucmoxumuyec-
Koe uccaedosarue ¢ anmumenamu AE1/AE3. Dxcnpeccus yumokepamunog
6 KAeMKax onyxonu

Fig. 5. Benign notochordal tumor. Immunohistochemical staining with
AE1/AE3 antibodies. Cytokeratin expression in tumor cells
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Puc. 6. Joopoxauecmeennas onyxons Homoxopovi. Ummynoeucmoxumuyec-
Koe uccaedosatue c anmumenamu 6paxuypu. Sdepras sxcnpeccus mapkepa
6 KAemKax onyxonu

Fig. 5. Benign notochordal tumor. Immunohistochemical staining with
brachyury antibodies. Nuclear expression of the marker in tumor cells

Buonoruueckoe mposiBieHre 1O0OPOKAUYECTBEHHOM
OITYXOJI HOTOXOP/IBI COOTBETCTBYET J0OPOKAYECTBEHHOMY
npoieccy [3].

Jduddepennmanbhblii 1HArHO3 CIEAyeT MPOBOIUTH
C XOpOOMOM, IJ1I KOTOPOUW XapaKTEPHBI LIETIOYKNA U KOM-
TJIEKCHI U3 aTUTTMYHBIX XOPAOWIHBIX KJIETOK, PACTIONOXEH-
HBIX B MUKCOMTHOM MaTpukce (Tab. 1), a Takxke ¢ Kupo-
BBIM KOCTHBIM MO3TOM U CBETJIOKJIETOUHBIM PAKOM TTOUKH.

3a nocnemuue 15 ner B ornenenun GI'bY «Hammo-
HAJIbHBI MEAUIIMHCKUN UCCIIETOBATEILCKUIA LIEHTP OH-
kojiorun uM. H.H. broxuna» MunsapaBa Poccun Bbi-
SIBJIEHO W TIPOOTIEPUPOBAHO 88 TMAIMEHTOB C XOPAOMOIt
KpecTia (BKirouast 6 HabmomeHU nenuddepeHInpo-
BaHHOU (hopMBbI 3a00neBaHMs), 4 TAIMEHTa C XOPIOMOt
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MTO3BOHOYHMKA U 2 TTALIMEHTa C XOPIOMOIi 00JIaCTH cKaTa
yepera (puc. 7).

Tadmaua 1. Juppepenyuanrsho-duaenocmuueckue kpumepuu 0oopoxa4e-
CMBEHHOII ONYX0AU HOMOXOPObL U XOPOOMbI

Table 1. Diagnostic criteria for the differentiation between benign
notochordal tumor and chordoma

JloOpokavyecTBeHHASI

OMYXO0JIb HOTOXOPAbI Xopnoma

[Tons BakyosM3upoBaH-
HBIX KJIETOK
Fields of vacuolated cells

JlonbyaTasi apXMTeKTOHMKA
Lobular structure

LlenoyeyHble CTPYKTYPHI U3 BaKy-
OJIM3UPOBAHHBIX KJIETOK

Chain structures composed of
vacuolated cells

D03uHOMWIbHAS IIUTO-
I1a3ma
Eosinophilic cytoplasm

VYMmepeHHas sinepHas
ATUINS
Moderate nuclear atypia

BoipaxkeHHas simepHast aTUITUs
Pronounced nuclear atypia

OTCyTCTBHAE MUKCOWI-
HOIro MaTpukKca, MUTOTHU-
YecKuX uryp, HeKpo3a
TKaHU OITyXOJIU

No myxoid matrix, mitotic
figures, and tumor tissue
necrosis

Hammane MHUKCOUIHOI'O MaT-
pHKca, MUTOTUIECKUX (DUTYD
1 HEKPO3a TKaHU OITYyXOJIN
Myxoid matrix, mitotic figures, and
tumor tissue necrosis

Paspy1ieHue KopTUKaJIbHOTO
CJI0S KOCTU Y HAJIMYME€ BHEKOCT-
HOI'0 KOMITOHEHTa

Destruction of the cortical bone
layer and presence of an extra-bone

OTcyTCTBUE AECTPYKTUB-
HOro pocrta
No destructive growth

component
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] Knaccuyeckan xopaoma
(xoHApOMAHaA Xopaoma +

MUKCOUfHaA Xopaoma) /

(lassical chordoma

(chondroid chordoma +
87 myxoid chordoma)

W JleanddepeHumpoBanHasn
xopaoma / Dedifferentiated
chordoma

HuskoauddepeHunposanHaa xopgoma / Poorly
dedifferentiated chordoma

Puc. 7. Bapuanmuor xopdomoi. Pacnpedesenue no aokaiusauyuu u 603pacmy
nayuenmos

Fig. 7. Variants of chordoma. Location and age distribution
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Knunandeckue mposiBiieHUs 3a00IeBaHUSI JOCTATOYHO
XapaKTepHBL. BOJBIITMHCTBO MALIMEHTOB XKaIyIOTCs Ha 00JIb,
TIPY MAaCCUBHBIX IECTPYKTUBHBIX MPOIECCAX BO3MOXKHBI
TsDKEJIbIe HapyIIeHUsT QYHKIINI Ta30BbIX OpraHoB. OIry-
XOJIb KPEeCTIIa YacTO MaJIbIIUPYETCS IPU PEKTATLHOM HC-
ciaepoBaHuu [5, 6].

JlyueBast AMArHOCTHKA BBISIBJISICT CPEAMHHO PAaCITOiIO-
JKEHHBIA JTUTUYISCKUIM oJar ¢ HAIMIMEM MSTKOTKAaHHOTO
KOMITOHEHTa B OOJIBLIMHCTBE HaboaeHui (puc. 8, 9).

O1neHKa KJIacCUMYeCKUX peHTTeHorpaMmM (puc. 10) mo-
JKET OBITH 3aTPYIHEHHOI M3-3a HAJIOXKEHUSI CTPYKTYP TIPH-
JIeXKaIX OpTraHOB M TKaHe#l Ha oJar MopaxkeHMsI, B CBSI3H
C 3TUM AMArHOCTUYECKU BaXXKHBIMHU OKa3BbIBAIOTCS KOM-
TbIOTepHAst TOMOTpachusl © MAarHUTHO-PE30HAHCHASI TOMO-
rpacdus [5].

Makpockonmyeckoe ucciaenoanne. OIyXoIeBhIi y3eil
MMeeT I0JbYaToe CTpOCHUE, XapaKTepu3yeTcsl MHOWIb-
TPaTUBHBIM POCTOM B IIpIUIEKAIINeE MATKHE TKaH!. Ommy-
XOJieBasi TKaHb, KaK IPaBWIIO, IIPO3padHasi, Cepo-roryoasi,
C TOHKHMH CeTITaMi. XapaKTepHbI OOMIBHBIA MIKCOWTHBII
VUIM XOHIPOMIHBI MaTPUKC, KPOBOM3IUSIHUS (puc. 11).

Mukpockonuueckoe uccienaosanue (pvc. 12) BuIsSIBIsIET
IOJTbYATOE CTPOCHME OIYXOJIM C TOHKUMH COCTMHUTEIb-
HOTKaHHBIMU cernTamu. [IpeoOramarommit B CTPYKType
MUKCOMIHBIA MATPUKC MOXET IIPeBaIMPOBAaTh HAI KJIe-
TOYHBIM KOMITIOHEHTOM. KJTeTKI XOpIOMBI OKPYTJIbIC WIIH
BBITSIHYTBIC, THOTIAa MHOTOJIONIACTHEIC, C OOMIJIBHOM 3031~
HODWIBLHOM ITOIDIA3MOM, paCTYT LIETTOYKAMU, OTACTBHBIMI
CKOTUICHUSIMU ¥ MEJIKMMU TJIACTaMU, BCTPEUYAIOTCS BKITIO-
yeHUsT pu3amm@OPMHBIX KJIETOK ¢ BBIPAXKEHHOM ITy3bIp-
YaToM IATOILIA3MOM. SIpa, Kak IIpaBUIto, MEJIKIE, OKPYIJIBIE.
B penkux cirygassx MOXeT HaOJMIOOAThCS SIESPHBIA TTOJIHT-
MOpGh13M, MATO3bI €IMHUYHEIC. Penkiii BApraHT OIyXOJIH,
XOHIPOMITHASI XOpAOMa OOBIYHO BCTpeYaeTCs B OCHOBAHUH
yepera, XapaKTepu3yeTcsl BRIpaskeHHBIM XOHIPOWTHBIM
KOMIIOHEHTOM B COYETaHUHM C KJTACCHIECKOM XOpmoMoii [5].

KiteTkm XOpmoMBI 3KCIIPpeCCUPYIOT LIUTOKEPATHHEI,
0COOCHHO MHTEHCUBHO — IIUTOKEepaTUHEI 8, 18 11 19-ro Ti-
noB, a Takxke rurtokepaTuasl AE1/AE3 [7-9]. lis xop-
IOMBI XapaKTepHa 3KCIIPECCHST 3MUTEINATbHOIO MeM-
OpaHHOTO aHTUTeHa; dKcTpeccus oenka S-100 B KireTkax
XOpIOMBI BapeupyeT (puc. 13).

Penkme BapmaHTBI XOPIOMEI ¢ BBHICOKO# KJIETOUYHO-
CTBIO, TIOTEpell XapaKTePHBIX IMPU3HAKOB KIACCUYECKOU
XOPIOMBI, COJTUIHBIM XapaKTePOM POCTa OMHUCHIBAIOTCS
KaK HM3KO- 1 mearddepeHIIMpoBaHHas Xopaoma. JJaHHbIe
BapUaHTHI OITYXOJIM 00JIagaloT PSIAOM OCOOEHHOCTEH, OT-
HOCSITCS K TaK Ha3bIBAEMBIM ITEANATPUICCKIM CapKoOMaM,
XapaKTePU3YIOTCS arpECCUBHBIM TEUCHUEM U TUTOXUM TIPO-
THO30M.

JemiddepennmpoBannas xopaomMa MpeiCcTaBIsIET cCOO0H
coYeTaHWe KOHBEHIIMOHAIBHOM XOPIOMBI M HU3KOIHM(D-
(bepeHITMPOBAHHOI (BRICOKOI CTETIEHU 3/TOKAYeCTBEHHOCTH,
high grade) capkomel. Jlokamm3armst odara ImopaxkeHusT He OT-
JIM9aeTCs OT TAKOBOM ITPOYMX BAPUAHTOB XOpHIOMBI. KimmHm-
YyecKasl KapTUHA XapaKTepH3yeTcsl 0ojiee arpeCCUBHBIMU
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Puc. 8. Maenumno-pesonancnas momoepagpus. I[layuenm myxcckoeo noasa, 65 nem. Oopazosanue pazmepamu 12,0 x 3,9 x 11,5 cm, nopaxcaiowee S4
U Hudcenedcaujiie NO360HKU, C CUMMEMPUYHbIM PACHOAONCEHUEM U PACNPOCIPAHEHUEM OMHOCUMENbHO UyeHmpanvhoil ocu. Onyxonesulii y3ea cOAUOHbLIL,
V3108011, HeOOHOPOOHOU CMPYKMYPbL, ¢ HemKumu posHvimu Konmypamu. B pexcumax T2 u TIRM npeumyujecmeenno 8bicoKuil yposens cueHaia, HU3Kui
ypoeens cuenana 6 pexcume T1

Fig. 8. Magnetic resonance images. A 65-year-old male patient. A 12.0 x 3.9 x 11.5 cm tumor affecting the S4 and the underlying vertebrae, with a symmetrical
arrangement and distribution around the central axis. Solid tumor with a nodal non-homogeneous structure and clear smooth contours. Primarily high signal
intensity in T2-weighted TIRM sequences and low signal intensity in TI-weighted sequence

Puc. 9. Komnvromepnas momoepaghus. Takace eusyarusupyemcs: okpyenoe o6pasoganue, ucxoosuee u3 Kpecmuya, ¢ YemKumy pOGHbIMU KOHMYpPamu, npe-
uMyujecmeenHo msekomiantoil naomuocmu (30 ed. HU), ¢ o6unvHoil Kanvyunayueil 6 cmpykmype onyxoau

Fig. 9. Computed tomography image. A rounded formation originating from the sacrum can also be visualized; it has clear smooth contours, primarily soft tissue
density (30 HU), and abundant calcification in the tumor structure
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Puc. 10. Penmeenocpamma kocmeii masa. Ilpsamas npoexyus. JJumuveckui

o4ae e Kkpecmue

Fig. 10. X-ray of the pelvic bones. Frontal view. Lytic lesion in the sacrum

Puc. 11. Maxponpenapam. Xopdoma kpecmuya

Fig. 11. Gross specimen. Sacral chordoma
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Puc. 12. Pazauunvie éapuanmo: cmpoenus kaaccuueckoti xopoomut. Mukpockonuueckoe uccied0o8anue ebisigasem 00Ab4amoe cmpoenue onyxoau, npeoona-
darowuil 6 cmpykmype MuKcouOHblil Mampukc, KAemKu XopooMvl OKpyeable Uau 6blmsaHymble, ¢ 00UAbHOU 203UHOPUABHOU YUMONAAZMOU, PACIYM Ueno4-
Kamu, OmoeabHbIMU CKONACHUSAMU U MEAKUMU NAACMAMU, 6CIMPEYAIOMCsl GKAIOMEHUS (PU3AAUPOPMHBIX KAEMOK C GbIPANCEHHOU NY3biPUaAMOol YUMONAA3ZMOIL,
s0pa, Kak npaguio, MeiKue, OKpyenble

Fig. 12. Different variants of classical chordoma structure. Microscopic examination shows that the tumor has lobular structure with myxoid matrix prevailing
in it; chordoma cells are round or elongated, have abundant eosinophilic cytoplasm, grow in chains, separate clusters and small layers; there are inclusions of
cells with pronounced vesicular cytoplasm; nuclei are usually small and round

Puc. 13. Kiemku onyxoau akmuero noaoxcumenvio peaeupyrom npu eosdeiicmeuu anmumen AE1/AE3 (a) u 6eaxa S-100 (6)
Fig. 13. Tumor cells are strongly positive for AE1/AE3 antibodies (a) and S- 100 protein (6)

15
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TIPOSIBIICHUSIMU, CKOPOTEYHOCTBIO, TIPOTHO3 3200/IeBAHMST He-
OnaronpusITHBIN. 3a00sIeBaHNE BCTPEUAETCS] KpaifHe peko,
B Halllei cepyM MCCIIeOBaHMIA OTMEUeHO 6 cydaeB 13 94.

MuKpocKonuiecKasi KAPTHHA XapaKTEePU3yeTcsT OMHO-
BPEMEHHBIM HaTUYMEM CTPYKTYP KOHBEHIIMOHATBHOM
XOpIOMBI ¥ HU3KoANGbGEpeHIMPOBAHHOM, BEPTEHOKIIE-
TOYHOU WM TuIeOMOP(dHON capKoMbl. [laHHbIE KOMIIO-
HEHTBHI OITyXOJIN Yallle PacTofiaraloTcst pa3aeiabHO, HO MO-
TyT iepemexatncs (puc. 14, 15).

Tuddepennmansupiii nuaraos. JuddepeHmanbHbIi
JIMAaTHO3 TIPEXIE BCETO BKIIIOYAET XOHIPOCAPKOMY, UTO
0COOEHHO aKTYaJIbHO MPU MEJTKUX TOHKOUTOJIbHBIX OUOTI-
CHUSIX OTTYXOJIE ¥ XOHAPOUIHOM BapyaHTe CTPOSHUS XOP-
noMbl [8—10]. BaXHBIM AMAarHOCTUYECKUM TPU3HAKOM
SIBJISTIOTCSI IIIMPOKUE CIIETUIEHUS TI0 TIOBEPXHOCTU IIUTO-
JIEMMBI KJIETOK XOPJOMbBI M TOHKME OTPOCTYATHIE COEIM-
HEHWS KJIETOK B XOHApocapkome. OOe omyxoim MoryT
MPOSIBIISITh UMMYHOPEAaKTUBHOCTH K 0enky S-100, omHako
TOJIOKUTENIbHAST PEaKIUs C IIUTOKEpATUHAMMY, DITUTEITU -
aJTbHBIM MEMOpPaHHBIM AHTUTEHOM W HOBBIM MapKepoM
Opaxuypu MOMOTAIOT YTOYHUTh OUArHO3 XOpAomsl [11].
Menkvie TOHKOUTOJIbHBIE OMOTITATH MOTYT CO3/1aBaTh AM-
arHOCTUYECKUE AMJIEMMBI, KaK, HAlIpUMeEp, B CITy4asix Jie-
nudbepeHIMPOBAaHHBIX OMyXO0Jiell, KaK XOPAOMBI, TaK
U XOHIPOCAPKOMBI.

DKcTpacKeseTHAsT MUKCOUTHAsI XOHIPOCApKOMa SIB-
JISIETCS UCKITIOUNTEIBHO MSITKOTKAHHOM OTTYXOJIBIO, TUar-
HO3 MOXET OBbITh MOATBEPXKIEH UMMYHOTUCTOXUMUIECKU
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MPU OTCYTCTBUM PEAKLINM C IIUTOKEPAaTUHAMU, a TaKKe
LIUTOTEHETUYECKHU TIPU BBISIBIIEHUHN XapaKTepHOI TpaHC-
sokatmu t(9:22)(EWS: NR4A3).

JnddepeHITNANTBHBIN IUAarHO3 C METACTA30M aIeHO-
KaplIMTHOMBI MOXET 0KAa3aThCs KpaiftHe 3aTpyIHUTETbHBIM,
0COOEHHO MPU METKUX OUOTICUSIX, OMHAKO BbIPAKEHHBIA
SIIEPHBIN TOTMMOPGhU3M, MUTO3bI, HEKPO3bI, CTOJTb XapaK-
TEpHBIE TSI aeHOKAPLIMHOM, TIOMOTAIOT B TUATrHOCTHUKE.
Dxcrnpeccust TUTOKEPATMHOB XapaKTepHa I 00enX OITy-
XoJieit, ogHako cnienududeckuit mapkep opaxuypu [11],
a Takxe opraHocneuudundeckue 6enku CDX-2, TTFI,
AMACR 1 MaMMOIIOOMH ITOMOTalOT B [IOCTAHOBKE TUar-
HO3a.

TuranTckue octaTku 3a4aTKOB HOTOXOPIbI, WJIM Ta-
MapToMa HOTOXOPJIbI, BCTPEYAIOTCS PEIKO, OJHAKO CYIIIe-
CTBOBaHWE AAHHOTO MOPOKA MOJKHO YYUTHIBATHCS TPU
npoBeneHNN uddepeHInaIbHOrO Tnarno3a. PeHTreno-
JIOTUYECKU MOA0OHbIE 0Yaru 001aaaloT 30HOM CKJIepo3a,
HE pa3pyliaiT KOCTHYIO CTPYKTYPY U He 00J1amaloT MsT-
KOTKaHHBIM KOMITOHEHTOM; BO3MOXXHO OTMETUTh HE3Ha-
YUTENbHBINA WU 60Jiee BBIPAXXEHHBIN CKIEPO3, UHOTIA
TMOJTHOE OTCYTCTBUE CUMIITOMaTKU. Kak rpaBuiio, ciiuH-
turpacdus He BISIBIIsIET n3MeHeHni. Ha KoMIbroTepHbIX
TOMOTPaMMax BO3MOXHO OTMETUTh OCTEOCKIIEPO3, Je-
CTPYKTUBHBIX U3MEHEHUI KOCTU M KOPTUKAJIBHOM TLIa-
CTUHKM HE OTMEYAaEeTCsl; MPU MarHUTHO-PE30HAHCHOM
tomorpacduu B pexume T1 oTmeuyaeTcss curHaa HU3KOM
WHTEHCUBHOCTHU, B pexxume T2 — cpemaHeit Ui BBICOKOM

._.“

Puc. 14. Mukpockonuueckas kapmuna. Iayuenmra J1., 5 aem. Huskoougpgpepenyuposannas xopdoma ocnoganus uepena. Onyxoav npedcmaegnena 001b-
YAMbIMU PA3PACMAHUAMY AMURUMECKUX ROAUMOPDHBIX KACMOK ¢ 0OUUPHBIMU ROASMU HEKPO308 mKaHu. Puszarugopmusie kaemku omcymemeyiom (a, 0).

Ommeuaromes: ROAONCUMENbHAS aKcnpeccus npu 6o30eticmeuu anmumen S-

100 (8), 6paxuypu (2), EMA (0) u nomeps sicnpeccuu mapkepa INI-1 (e)

Fig. 14. Microscopic examination. A 5-year-old female patient. Poorly differentiated chordoma of the skull base. The tumor is composed of lobular clusters of atypical
polymorphic cells with extensive areas of tissue necrosis. No vacuolated cells (a, 6). Expression of S-100(8), brachyury (2), and EMA (0); loss of INI- 1 expression (e)
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Puc. 15. Mukpockonuueckas kapmuna. Ilayuenmrka I1., 72 aem. Jedupepenyuposannas xopooma kpecmya. Couemanue gpokycos ¢ pusarugopmHvimu
KaemKkamu u naeomop@roi capxomol. Knemiu onyxoau unmencugno cessvieaiomes ¢ aumumenamu AE1/AE3

Fig. 15. Microscopic examination. A 72-year-old female patient. Well dedifferentiated sacral chordoma. Lesions with physaliferous cells and pleomorphic

sarcoma. Tumor cells are strongly positive for AE1/AE3 antibodies

140306

Puc. 16. Penmeenoepamma. layuenmia JI., 18 aem. Hebonvwioii gokyc
CKAepPO3a 6 NPOKCUMANbHOM dnudhuse Goavuiebepyogoil kocmu. Cayuail
u3 npaxmuku npogheccopos Ilampuyuu Bavuunu u Ppanko Bepmonu, Casa
di Cura Villa Erbosa University of Bologna, Hmaaus

Fig. 16. X-ray. A 18-year-old female patient. Small sclerotic lesion in the proximal
epiphysis of the tibia. Case from the practice of Professors Patricia Baccini
and Franco Bertoni, Casa di Cura Villa Erbosa University of Bologna, Italy

MHTEHCUBHOCTU. MSTKOTKAHHBI KOMITOHEHT OTCYTCTBY-
eT. [locTaHOBKa MMarHo3a Mpy TMTAHTCKUX HOTOXOPIaJTb-
HBIX 3auaTkKax, KaK MpaBUJIO, OCHOBBIBACTCS Ha JaHHBIX
MarHUTHO-PE30HAaHCHOM ToMorpaduu.
DKcTpaakcuaidbHas xopaoma. KpaiiHe peakoe ormy-
X0JIeBOe 00pa3oBaHNe KOCTE, COOTBETCTBYIOIIEE IO 3M-

Puc. 17. Komnsromepras momoepamma, npamas npoekuus. Ta xce nayu-
enmka. Dokyc ckaepoza 6 snughusze 601buIebepy060L KOCMU ¢ HeHemKUMU
KOHmMypamu

Fig. 17. Computed tomography image, frontal view. Same patient. Sclerotic
lesion in the epiphysis of the tibia with vague contours

OpuoTeHe3y HOTOXOpAE C JIOKaau3aluneir BHE CTPYKTYP
MO3BOHOYHMKA (puc. 16—21, Tab:. 2). B iureparype onu-
CaHbl eIMHUYHbIE HAOTIONEHMST 9KCTPAaaKCUATBHOM XOP-
noMbl. [To OronornyeckoMy MOTEHIMATY OMYXOJIb MOXET
XapaKTepU30BaThCSI MHAOJICHTHBIM, JOOPOKAYECTBEHHBIM
TEYEHUEM WIM NIPOTEeKATh Oosiee arpeccuBHO. Jlokanusa-
11T oYara MopaxKeHus HerpenckasyeMa, OMmucaHbl 9KC-
KJTIO3UBHBIE CITy4au C TIEPBUYHBIM PACIIONIOXKEHUEM B MSIT-
KUX TKaHSIX.

Jleyenue X0paAOMBI, TOKAJTM30BAHHOM B KPECTLIE U O~
3BOHOYHUKE, XUPYPrUIecKoe, ¢ MIMPOKUM UCCEIeHUEM
OKPYXAOIINX TKAHEe; XOpJOMy OCHOBAHUSI Yeperia jiedat
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Puc. 18. Komnviomepnas momoepamma, 6okosas npoekyus. Ta sce nayu-
enmka. Inugusaproe nopaxcerue 601buebepl060ii KOCMU ¢ HeuemKUMU
KoHmypamu

Fig. 18. Computed tomography image, lateral view. Same patient. Epiphy-
seal lesion of the tibia with vague contours

Puc. 19. Maznummno-pe3zonancras momoepaghus 0o onepayuu, Npamas npo-
exuyus 6 pexcumax T1u T2. Ta xnce nayuenmra. Pokyc ckaeposza 6 snuguse
60nbUIEOEPU0BOI KOCMU C HEHEMKUMU KOHMYPAMU

Fig. 19. Preoperative T1-weighted and T2-weighted magnetic resonance
images, frontal view. Same patient. Sclerotic lesion in the epiphysis of the tibia
with vague contours

0630pbl U iekyuu

Puc. 20. Penmeeroepamma ouaea nopaxceHus: nocie Kopemaxica

Fig. 20. X-ray of the lesion after curettage

Ta6muua 2. [Tanenav mapkepos ons xopoomol
Table 2. Panel of markers for chordoma

Mapkep Peakuusa

CK AE1/AE3 +
CK HMW (34BE12) —
CK LMW (35BH11) +
CK7 —
CK19 +
CK20 _
S100 +
XpomorpaHuH A _
Chromogranin A

GFAP —
Bpaxuypu i
Brachyury

B COYETAHUH C 00IydeHuEeM. MccedeHre XOpIOMBI OCIIOX-
HAETCS TPYIHBIM JOCTYIIOM K OITyXOJIU, OJIM30CTBIO K K13~
HEHHO BaXXHBIM OPTaHAM, YTO OOBSCHSIET BBICOKUNA PUCK
peuuauBoOB. [1ATWIETHAS BBDKUBAEMOCTD IIPA XOPIOME
cocrasisteT 45—70 %, 10-nerasas — 28—52 %. OrnaneH-
HBIE METACTa3bl IIPEUMYILECTBEHHO B JIETKUX HAOJIOIAI0T-
¢ Ha MO3IHUX CTaguax 3aboseBaHus B 30 % ciy4daes,
OIIHAKO CMEPTH MALIMEHTOB, KAK IIPABUJIO, OOYCIOBJIEHA
pPELIMINBAMU U IIPOTPECCUPOBAHNIEM C MECTHBIMU OCJIOXK-
HEHUSMU.
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Puc. 21. Mukpockonuueckas kapmuna. Kocmuwie 6anku 3penoeo cmpoenusi. B mexc6anounsix npocmpancmeax, ROMUMO 31eMeHmo8 KpogemeopHo20 Kocm-
HO20 M032a, PACNOAA2AIOMCS 2PYRNbL KPYRHBIX KAEMOK ¢ 00UAbHOU 203UHOPUAbHOU yumoniazmoil. Knemku onyxoau skcnpeccupyrom snumeaudanshole
Mmapkeput, 6enok S-100, opaxuypu (cm. maoa. 2)

Fig. 21. Microscopic examination. Mature trabeculae. In addition to areas of hematopoietic bone marrow, there are groups of large cells with abundant
eosinophilic cytoplasm in the interstitial spaces. Tumor cells express epithelial markers, S-100 protein, and brachyury (see Table 2)
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LLVITOJ'IOFVI‘-IECKaH [ANAarHoCTuKa onyxone|7| KocTeil 3aHUMaeT oco6oe MecTo B O6LI.I,EVI LMTONOTUYECKON ANArHOCTUKE U Tpe-
6_\/eT OT UuTonora He TOJIbKO 3HaHUA naTtonoruun onyxoneﬁ, HO U OMblTAa B AWArHOCTUKE YACTHOW maTtonoruu. B crartbe
npencrtaBsneHa UNUToNOrn4yecKasa XxapakTepmucTuka xpﬂm,eo6pa3y|0m,mx onyxone|7|.

KnioueBble cnoBa: LMTONOrMYECKOE UCCIEA0BaHME, xpﬂmeo6pa3y|ou4me onyxosn, XxoHApoma, XOH,U,p06J'IaCTOMa, XOH-

ApocapKkoma

IOna uutuposanus: Monoxckas H.H0. Uutonornyeckas guarHoctuka xpsueobpasyowmux onyxoneii kocreir. OHkonaro-
norus 2021;4(3-4):21-30. DOI: 10.17650/2618-7019-2021-4-3-4-21-30.

Cytological diagnostics of cartilaginous tumors of bone
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Cytological diagnostics of bone tumors is a particularly challenging task for cytologists, since it requires not only deep
understanding of bone tumor pathogenesis, but also extensive experience in distinguishing between various particular
bone neoplasms. This article provides cytological characteristics of cartilaginous tumors.
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LuTomornyeckast IMarHOCTUKA OIYXOJIei KOCTel 3a-
HUMAaeT 0c000e MECTO B OOIIEH IIUTOIOTMIECKOM TUarHO-
ctuke. Ecimm mpy HEKOTOPBIX JIOKATM3ALMSIX LINTOJIOTHYEC-
KW aHAJIN3 SBIISICTCS] OMHUM M3 OCHOBHBIX (IIIMTOBHMIHAS,
MOJIOUHAs Keje3a, IeiiKa MaTKHA), TO IIUTOJIOTHIecKast
Bepr(UKaIIs OIyX0Jieit KOCTEl, TOIBKO B IIOCTICTHEE Bpe-
MsI TIPOYHO 3aBOECBABIIAs MECTO B PSITy TMATHOCTHUYECKUX
METOIIOB, TIPEACTABIISICT 3HAYUTETbHBIC TPYTHOCTH U TPE-
OyeT OT IIUTOJIOTA HE TOJIBKO 3HAHMS ITATOJIOTUH OIyXOJICH,
HO ¥ OITBITa B IMAarHOCTUKE YaCTHOM ITaTOJIOTMHU KOCTE1A.

DTOT MeTO IPUBJIEKAET CBOCH IIPOCTOTOI M OBICTPO-
TOM TTOJTYyYeHUsI MaTepuaja, Majoil TpPaBMaTUIHOCTBIO,
BO3MOXKHOCTBIO BBITIOJIHEHHS B aMOYIaTOPHBIX YCIIOBUSIX
", IPpA HEOOXOMUMOCTH, BO3MOXKXHOCTBIO BBITIOJTHEHHMS
ITOBTOPHBIX aHAJU30B, YTO MOXET OBITh MCIIOJIF30BaHO
71T KOHTPOJISI 3(D(EKTUBHOCTH TEPAITHM.

Kpome Toro, mpocMoTp Ma3KOB-OTIIEYATKOB M3 OITy-
XOJIA 3HAYUTETLHO COKPAIIAeT CPOKHU MOPDOIOTMIeCKOM
MWAaTHOCTHUKMY 110 CPAaBHEHUIO C TMCTOJIOTMYECKIM aHaJIM -
30M, IlIe HeoOXoaMMa IeKaJablMHALIMS, IpUIeM MHOTIA
JIOBOJIbHO TIpOHOJKUTEbHa [1, 2].

OTHOCHTENIbHASI PEOKOCTh OOJBIIMHCTBA OIYXOJIei
KOCTei B KIMHUYECKOUW MPAKTUKE SIBJISICTCS TMPUYMHOMN
HEIOCTaTKA OIBITA B IIUTOJIOTMIECKOM MCCIICIOBAHNH 3TO-
ro MaTepuaia 1 BO MHOTOM OOBSICHSICT JaHHBIC JINTEPATY-
PBI O BEICOKOM 9aCTOTE OIIMOOK 1 CPaBHUTEIILHO HU3KOM
JIOCTOBEPHOCTU PE3YJILTATOB LIUTOJOTMYECKOTO UCCIEN0-
BaHMS OITyXOJIeH KocTeil. BMecTe ¢ TeM OIBIT MCIOJIB30-
BaHMS [IUTOJIOTUICCKOTO METOMA TIPU TNATHOCTUKE OITy-
XOJIEHl KOCTEH B CIICHMATM3UPOBAHHBIX YUPEKICHUIX
MoKa3aj BBICOKYIO OTUAaTrHOCTHIECKYIO 3(PDeKTUBHOCTH
LIMTOJIOTUYECKOro aHajau3a, cocrasisoouniyio 70—-97 %
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[1—3]. Takum o6pa3oM, 3¢ GHEKTUBHOCTD IIUTOJIOTHUYECKOM
IWATHOCTHKM B OOJIBIIICI Mepe ompenessaeTcs KBaanudu-
Kaluei uuToJiora.

ITpu pacrio3HaBaHUM OMYXOJIE KOCTEU €AMHCTBEHHO
BEPHBIM MOJAXOA0M 11 YCTAHOBJAEHWSI MPABUIBLHOTO JW-
arHo3sa SIBJISIeTCSl KOMILIEKCHOE 00cieoBaHUE MallueHTa,
B X0JIe KOTOPOro HEOOXOAMMO YUYUTHIBATh KIMHUYECKUE
JIaHHbIE€, BO3pACT MallMeHTa U JIOKAJMU3ALMIO OMyXOJu.
HMcknounuTeabHO 0O0JbIIOE 3HAYEHUE UMEIOT JaHHbIE
JIy9eBBIX METOIOB HcciaenoBaHms. Mopdoorngeckoe (Trc-
TOJOTMYECKOE U LIUTOJIOTUYECKOE) UCCIe0BaHuE Oe3 aHa-
Jin3a PEeHTreHOTpaMM, JaHHbIX KOMIbIOTEPHOU U Mar-
HUTHO-PE30HAHCHOW ToMorpadMu MOXET MPUBECTU
K IMarHOCTUYECKNM omnbkam [1-3].

JlydyeBble METOMBI UCCIEAOBAHMUS SIBISIIOTCS BaKHEM-
ILIMMU B TMAarHOCTUKE OMYXOJiell KOCTEei M Jal0OT OYEHb
LIEHHYI0 MHOOPMAIINIO HEe TOJBKO IJIST YCTAHOBJICHUS Xa-
pakTepa ImopaxeHus (D00pOKauYeCTBEHHBIN YUIM 3JI0Ka-
YeCTBEHHBIN), HO W JUISI OTNpeleeHNs] arpeCCUBHOCTHU
OITyXO0JI1, €€ pa3MEPOB, TUMA MAaTPUKCA U TTEPUOCTATBLHOMN
peakuuu [4, 5].

Tonbko coBMecTHasl paboTa KJIMHUIIMCTA, Jy4eBOTO
IHrarHocTa, MopdoJiora, Xupypra, Iy9eBoro 1 XuMmuoTepa-
MeBTa C MCIIOJb30BaHUEM BCEX MMEIOLIUXCS CPEACTB
B KaX10¥ 00J1aCTH AESATETbHOCTA MOXKET IMTPUBECTH K yCIIe-
Xy B IMarHOCTUKE U JICUEHUU OIyXO0JIel KOCTEN.

IIpy uMTONOTMYECKOM MCCIIeIOBAHUMN MaTepuaa 13
MaTOJIOTUYECKOTO oyara B KOCTSIX CJieyeT IPUHUMATh BO
BHMMAaHME PsI MPU3HAKOB, JAIOIIUX BO3MOXHOCTb yCTa-
HOBUTD MPaBUJIbHBIN ArarHo3. BMecTe ¢ TeM He0oOXoaumMo
OTMETUTb OTPAHWYEHMST, KOTOPBIE CKOPEE OTHOCSITCS K M€~
Tony 3abopa MaTeprasia, U OCOOEHHO ATO KacaeTcsl aclu-
PaLlMOHHOM OUOIICUY TOHKOI UTJIOMN.

ITockobKy OCHOBOM LIMTOJIOTUYECKO AUAarHOCTUKU
SIBJISIETCSI MOPOJIOTIIECKAsT OIIeHKA KJIIETOK, KOJTMIECTBO
MOCJEAHUX U OCOOEHHOCTU UX CTPYKTYPbI UTPAIOT pellia-
IOIIYIO POJIb B paclo3HaBaHWM MPOLECCa U YCTAHOBJIEHUU
TUCTOJIOTMYECKOU (hOPMBI OITYXOJIH.

YuuTbiBasg CI0XKHOCTY LUTOJIOTUYECKOM TUATHOCTUKYI
OITyXOJIEW U MOTPAHUYHBIX TPOLIECCOB B KOCTSX, LIUTOJIOT
MOXET 1aTh HEOJHO3HAUHbIE 3aKTI0UEHMS B 3aBUCUMOCTH
OT psia 0OCTOSITENbCTB:

* YCTQHOBJIEH TOYHBII IMArHO3 — 1OCTATOYHOE KOJINYEC-

TBO Marepuaja, XxapakTepHasl LIMTOJIOTMYeCcKasl KapTH-

Ha MO3BOJISTIOT YCTAHOBUTH TMCTOJIOTMIECKYIO (popmMy

OITyXOJIY WJIM APYTOTO MOPaKeHUs;

* OIpedesieH XapakTep npoiiecca (100poKayYeCTBEHHbII

WY 3JI0KA9eCTBEHHBIN ) — IIPH HEOOJIBIIIOM KOJTTIECT-

BE MaTepuaia Wiu B TeX CaydasiX, KOrjaa KJIeTOK B Mpe-

ImapaTe MHOTO (3JIeMEHTBI BOCTIAJICHMS, KJIETKU TUTIA

0CTEe00J1aCTOB U IIp.), HO XapaKTepHOM IIUTOJIOTIIEC-

KOW KapTUHBI JIJI OMNPENECICHHOM HO30JOTUYECKOU

(opMBI HE CKJIaIbIBAETCS, IMOO TIPUHAIJIEXKHOCTh OOHA-

PY>XEHHBIX 3JIEMEHTOB K 3J10KaU€CTBEHHOMY HOBOOO-

pPa30BaHUIO HE BbI3bIBAET COMHEHU, OTHAKO UMEIOT-

Cs TPYIHOCTH B KJTACCU(UKALIMK OITYXOJIH.
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OnmcareIbHBIA OTBET BBI3BAH HEAOCTATOYHBIM KOJIM-
YECTBOM MaTepHajia WX BRIpaXKeHHBIMUA TUCTPOGUUICCKI-
MM U3MEHEHUSIMM B KJIeTKaX, W OLIEHKA OOHApYKeHHBIX
3JIEMEHTOB 3aTpYAHUTENbHA. B IMTONOTHYECKOM 3aKII0-
YEeHWU JAeTCs ONcaHne 0OHAPYKeHHBIX KJIIETOK 03 yKa-
3aHUSI Ha TO, TIPUHAIUIEXKAT JIA OHM OIYXOJIN U SIBJISICTCS JIN
OITyXO0JIb 3/T0KAYE€CTBEHHOU WJIM 100OpOKaYe€CTBEHHOM.

Ommo60YHbIi OTBET — 3aKJTI0OUEHNE, B KOTOPOM HeEllpa-
BWJIBHO TPAKTyeTCs IIUTOJIOTHYeCKast KapTrHa. Tak, 31e-
MEHTBI BOCTIAJICHUSI, COITPOBOXIatoe capkoMy KOuHra,
MOTYT OBITh OLICHEHBI KaK OCHOBHOM ITPOIIECC, BEICOKO-
nuddepeHIInpoBaHHAs XOHIPOCApKOMa MOXKET OBITh pac-
IIeHeHa KaK T0OpOKaYeCTBEHHAS OMYXOJIb U T. 1.

HaubGombime TpyTHOCTH IJ1ST IIATOJIOTUYECKOM Trar-
HOCTUKH TIPEACTABIISIOT OIyXOJIM XPSIIEBOIl ITPUPOIHI.
D710, TTO-BUANMOMY, CBSI3aHO C TEM OOCTOSITEIBCTBOM, UTO
3JI0Ka4eCTBEHHOCTDb WJIM ITOOPOKAYeCTBEHHOCTh HOBO-
00pa30BaHUs OIIPENeIIeTCS He TOJIBKO CTPYKTYPOil Kite-
TOK, a CTPOCHMEM BCeil OITyXOJIU B I1eJIOM. Tak, 60rarcTBO
KJIETKaMM, HAJIMYKE TTOTMMOPGHBIX M ATUITTYHBIX KJIETOK
IIPpY XOHIPOMHUKCOUIHON (prOpoMe M XOHIpOOIacTOME
YacTO MOTYT CIYXWTb MPUYMHOM OIMIMOOYHON OIIeHKU
TIpoliecca Kak 3JI0Kau4eCTBEHHOTO. B To ke BpeMst Haym4ue
3PEJIBIX XPSIIIEBBIX KJIETOK C MUHUMAIbHBIMU IPpU3HAKaAMU
aTUIMUHA TIPY BICOKOAM (P epeHIIMPOBAHHOM XOHIpOcap-
KOME MOXET OIIIMOOYHO TPAKTOBAThCSI KaK JOOpOKAIeCT-
BeHHBbIN npouecc [1, 5—7].

Hawm npencrasisieTcst BaxXKHBIM ITOKa3aTh BO3MOXHOC-
TH IIUTOJIOTUIECKON TMAaTHOCTUKM TeX 3JI0Ka4eCTBEHHBIX
1 100pOKAYeCTBEHHBIX OIYXOJIe KOCTEH, IIPU KOTOPHIX
LIUTOJIOTMYECKast BepuUKaIus He YCTYMmaeT TUCTOIOTH -
YECKOW.

XoHapoMa (3HXOHApPOMA, MEPHOCTAJIBHAS XOHIPOMA,
9220/0). LlnTomornueckast KapTHA XOHAPOMBI: (hOH TIpe-
rnapaTa COCTaBJIsIeT OKCU(PUIBbHO-0a30(pUIbHOE OeCCTPYK-
TYpPHOE BEIIIECTBO B TOM MJIM MTHOM KOJIMYECTBE, B KOTOPOE
3aKJTI0OYEHBI SPUTPOIINTHI, YaCTO MMEIOIINE BHITSIHYTYIO
(opMy 1 OKpalIMBaIOIMIMECS B 3¢JICHOBATHIN 1IBET, U XPsI-
meBbie KIeTKU. [lociienHre MMeIoT XapaKTepHBI BUII.
B GosnblIMHCTBE ciy4yaeB M3-3a 0OBOJAKMBAHMS KJIETOK
XOHIIPOMIHBIM BEIIECTBOM 3JIEMEHTBI TTPOKPAIITNBAIOTCS
IUTOXO, ¥ HEPEIKO CTPYKTYpa XPSIIEBBIX KIETOK TPYIHO-
pazmmunMa. C omHOI CTOPOHEI, 3TO CO3MaeT HEKOTOPHIC
TPYAHOCTH, C IPYroil — MMeeT TMAarHOCTUIECKOe 3HaUe-
HHE, TaK KaK BUI XPSIIIEBBIX KJIETOK, 3aKJIFOUCHHBIX B ME-
JKYTOYHOE BEIIleCTBO, OYeHBb XapakTepeH. BcTpeuarorcs
CpemHUEe U KPYITHBIE KIIETOYHBIC 3JIEMEHTHI C YMEPEHHOM
WA OOMJILHOM muTOoIIa3Moii. KOHTYpHI KJIeTOK MHOTIa
OTYETJIMBBI, HO Yallle HesiICHbIe. SIIpo 0OBIYHO OKPYTIIOE,
pexe oBaJbHOE MU 0000BUAHOE. XpOMAaTUH paBHOMEpP-
HBII, HO YacTO He ompedesseTcs. SAnphIliky MenaKue,
OKpYyIJIbIe, TT0 1—2 moutH BO BceX siapax. llurorraszma
OOBIYHO CBETJIasl, TOJyOOBaTasl WIM CUpeHeBaTasi, 9acTo
Kpas eec 3a3yOpeHbI, HEpOBHBIC, HEPEIKO OTPOCTYATHIC.
B muTorurazMe, Kak IpaBIIIO, COACPKUTCS a3ypoduiIbHAas
3¢PHUCTOCTb M BUIHBI BaKyOJIM, MHOTA 3aIIOJTHSIOIIIE
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BCio 1uToruiazMy. Hepenko oTmeuyaeTcst TSoKUCTOCTh M-
TorasMel (puc. 1).

Xonapooaacroma (9230/0). Llutonornyeckast KapTu-
Ha XOHIPOOJACTOMBI MMeeT XapakTepHble yepThl. DoH
TpernapaTa COCTABIISIIOT 9PUTPOIIUTHI MU OKCU(DUITHEHOE
OeccTpykTypHOe BelecTBO. OmHOsSIAEpHBIE KIETKU (XOH-
JIPOOIACTHI) OKPYTJIOH, MOTUTOHATLHON (hOPMBI MU OT-
pOCTUYaThie, C OKPYIJIBIM MJITW OBAJIBHBIM SIIPOM, PACTIO-
JIOKEHHBIM TIPEMMYIIECTBEHHO LEHTPabHO. PrcyHOK
XpOMAaTMHA PABHOMEPHBIN, CETYATBIA WU METIUCTBIA,
npocMmatpuBaiorcsi 1—2 cnabo 6a30(WIBHBIX METKUX
OKPYIJIBIX sapbilika. LluTonnasma y3kuM 000AKOM OKpY-
JKaeT SIAPO, pexe oOuibHasl, oT ¢i1abo 6a30MIbHON 10
pe3ko 6a30huIbHOM, HEPETKO COMEPXKUT a3ypOodUIIbHYIO

Tom 4

Volume 4 | ONCOPATHOLOGY

3epHUCTOCTh. XOHIPOOJIACTHI PACTIONATAIOTCST Pa3PO3HEH-
HO WJIW TPyMNIiaMu, B TPYIIAX KJIETKWU TECHO MPWIETaloT
JPYT K IPYTY, TPAHULIBI MEXXIY HUMU HEPA3TMUUMBI.

MHorosiepHbIe KJIETKH THTIA OCTEOKJIACTOB aHAJIOTHY-
HBI TAKUM X€ KJIETKaM TMPU TUTAaHTOKJIETOYHOU OIyXOJIH.
BcrpeuaeTcst HeOOMbIII0E KOJIMUYECTBO 3PEITBIX XPSIIIIEBBIX
KJIETOK C OOMJIBHOW CBETJION, Yallle BAKYOJIU3UPOBAHHOM
LIUTOTIA3MOM, C HEPOBHBIMU KOHTYPaMU, SIIPO OHO, pe-
XK€ Ba, OKPYTI0i (hOpMBI, C pABHOMEPHBIM TIETIUCTHIM
XpoMaTuHOM (puc. 2).

Xonapomukcounnasa ¢pudpoma (9241/0). OtcyTcTBUE
XapaKTePHBIX IUTOJOTMYECKNX MTPU3HAKOB XOHIPOMUK-
COMIHOM (PpMOPOMBI IeTaeT LIMTOJIOTMUECKYIO TMATHOCTUKY
3TOTO0 HOBOOOPA30BaHUSI MPAKTHUYECKU HEOCYIIIECTBUMOMA.

Puc. 1. LJumonoeuueckuii npenapam. Xpauwjesvie KAemKu pacnoiazaromes paspo3Hento, UH020a oHu eOUHUYHbIe 6 npenapame, a @ HeKOMOPbIX CAYHAAX
0GHAPYHCUBAIOMCSL 8 8UOE HEOONLULUX 2PYNN, 8 KOMOPBIX PA3MEPbL U hopMa KAemoK eapsupyiom. Yacmo kaemok ¢ noumu Heonpedensemoii, 6 uoe y3K020
0000Ka, yumonaazmot umeiom 00biuHo okpyeayio opmy. Okpacka no Pomanosckomy—Iumse, ys. (06. x 100)

Fig. 1. Cytological smear. Chondrocytes are scattered in the smear, sometimes only few of them in the smear, sometimes arranged in small clusters of cells with varying shape
and size. Some cells have an almost undetectable cytoplasm (visualized as a narrow rim); usually they are round. Romanowsky—Giemsa staining, magnif- (lens < 100)
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Puc. 2. l{umonoeuueckuii npenapam. [pynnst xondpobaacmog ¢ xapaKmepHoiMu s10epHbIMU NepecopoOKami U I03UHo@uAbHOl yumonaazmol. Okpacka
no Pomarnosckomy—Iumse, ys. (06. x40)

Fig. 2. Cytological smear. Clusters of chondroblasts with typical nuclear septa and eosinophilic cytoplasm. Romanowsky—Giemsa staining, magnif- (lens x40)
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ITo Bceit BepoATHOCTH, MAaKCUMAJIEHBIC BO3MOXHOCTH 1T -
TOJIOTMYECKOTO aHaJIM3a 3aKJII0YAIOTCS B ONpPeACICHUN
XPSIIIIEBOM TIPUPOIBI OITyXOJIM 0€3 YCTAaHOBJICHUSI TUCTO-
JIormdeckoit popMel. OTHAKO MBI COWIHN 1IEIeCO00pa3HBIM
MIPEACTaBUTh LIMTOJOTMICCKYI0O KAPTUHY XOHIPOMMKCO-
UIHOW (PUOPOMBI.

B npenapatax oOHapy:KHBaeTCsSI pO30BOE MEXKYTOUHOE
BEIIeCTBO, OoJice MJIM MeHee MHTEHCUBHO OKpaIlleHHOE,
WHOTIAa UMeIoIIee BOJIOKHUCTOE CTpoeHue. B 310 BetmecT-
BO 3aKJTIOYCHBI KJIETKHU, KOTOPBIE TPAKTYIOTCS KaK KJIETKHU
XpSIIEBOTO THIIA Pa3IMIHON cTereHu 3penoctu. Cpenn
STHX 3JIEMEHTOB MPe00J1amaloT KIeTKU IPUIYIIUBOM (hop-
MBI, C OTPOCTIATOM IIMTOTUIA3MOM, 1 BCTPEeUaeTCs 3HAUM-
TEeJIbHOE KOJIMYECTBO JIEMEHTOB, KOTOPHIE MOTYT OBITh
OTHECEHHI K 3peJIBIM XPSIIeBbIM KiIeTkaM. MlHoTrma o6Ha-
PYKUBAIOTCS TPYIIIHI KJIETOK, CKJIAIBIBAIOIINECS B TSIKU
1 UMEIOIINE B 3JIEMEHTOB (hMOpOOIaCTHIECKOTO psIa:
siIpa BHITSIHYTBIC, C TOHKOIIETJIMCTEIM PUCYHKOM XpOMa-
THHA, eAMHAYHBIE MEJIKWE SOPHIIIKYA, ATOIUIa3Ma OT-
pocTyarasi, 0e3 YeTKMX IrpaHull (puc. 3).

Harmr onbIT OUTOMOrMYeCKO TMAarHOCTUKN XOHIPO-
MMKCOMIHOM (pMOPOMEI ITOKAa3aJI, YTO OHA BEChbMa CIIOXKHA
1 1aXe He BceTma Bo3MoXHa. [IpaBuiibHasI TpaKTOBKA 1M -
TOJIOTMYECKOI KaPTUHBI MOXET OBITh OCYIIIECTBICHA TOJIb-
KO JINIITh TIPY MUCIIOJIb30BAHMHU BCEX MMEIOIINXCS TaHHBIX
(KIMHNYEeCKUX, PEHTICHOJIOTUICCKUX U JIP.).

Xonapocapkoma (9220/3). Llutoorndeckast KapTu-
Ha: MEXYTOUYHOE BEIIIECTBO PO30BOE MJIM PO30BO-(DHoIIe-
TOBOE, Yallle BCEro COCTABIISICT (POH MmpemnapaTa 1 B OTHOM
1 TOM ¢ Ma3Ke MOXKET MMETh BU XOHAPOUITHOTO, MUK-
COMITHOTO MJIY OBITh TSDKUCTEIM. B MexkyTodHOe BetmecT-
BO 3aKJIIOYEHBI 3PUTPOIUTHI U OITYXOJICBBIC KJIETKH,

0630pbl U iekyuu

OOJIBIIMHCTBO M3 HUX MOTYT OBITh OIIpeNeIeHBI KaK KJIeT-
KU XpSAIIEBOTO THUIIA.

IpaHUIIBI KIIETOK HEPOBHBIC, HEUSTKHE, 3HAUUTEIHHOE
YHCI0 3JEMEHTOB cofepkaT 2 M OoJiee simpa OBaJIbHOMU
WJIM HETIpaBWIbHOU (POPMBI, OMMHAKOBOTO WUIM Pa3HOTO
pa3Mepa. YacTo siapa HelpaBWIBHOM, YPOIINBOI (DOPMHEI,
CeTMEHTUPOBAHHbBIC WX C SIBJCHUSIMU (hparMeHTO3a.
CrpoeHne XxpoMaTHHA CeTIYaToe, MHOTIa HepaBHOMEPHOE;
SIIPBHIIIKA KPYITHBIE, HEIIPABWILHON (POPMEI, 4acTO He
npocMmaTpuBaTcs. LlnTorurazma OosbIIeit 4acThio yMe-
peHHas WM OOMJIbHAS, TIOYTH IIpo3pavyHasl Win cjiabo
6azodmIbHasI, ¢ 3¢pHUCTOCTHIO M BaKyoJsiMA. MoOTyT
BCTpeYaThesl KIIETKU THIIA XOHAPOOIacToB (puc. 4—7).

7151 TUTOJIOTHYECKOTO TNarHo3a CYIIeCTBEHHOE 3HA-
YeHHEe MMEEeT HaJIMYhe 3HAYUTEIbHOIO YMCIa MHOTO-
SIIEPHBIX KJICTOK 1 (DUTYp IeaeHUS (MATO30B), Iaxke eau-
HUYHBIX.

Berpewarores rpynHocTtr B nudhepeHITMATBHOM TH-
arHose ¢ MpoJrceprupyoIIeii XOHIPOMOI, XOHIPOMHUK-
coumgHOM (hubpomoii. 3mech IpeXne BCero HeOOXOTMMO
YIUTBHIBaTh KIMHUKO-PEHTTEHOJOTUYECKYI0 KapTUHY,
1 OKOHYATEJIPHOE 3aKJITI0YCHIE MOXKET OBITh TAaHO TOJIBKO
C YIETOM BCEX MMEIOIINXCS JaHHBIX.

Me3zenxumanbHas xouapocapkoma (9240/3). s me-
3eHXMMAaJIbHON XOHIPOCAPKOMBI XapaKTepHO HaINJue
TIPYMHUTUBHOTO HeandhepeHIIMPOBAHHOTO ME3EHXMMAJTh-
HOTO KOMITOHEHTa Hapsay C yJacTKaMH, UMEIOIIUMU
CTPOCHUE TUITMIHOM XOHIPOCAPKOMBI.

B muTonornyeckoit AMarHoCTUKE 3TOM OITyXOJIN BaXK-
HO UACHTUGUIINPOBATh HeauddepeHIIMPOBaHHBINA KOM-
TTIOHEHT, KOTOPBI W OIpeAeIsieT BBICOKYIO CTEIIeHb 3710-
Ka4eCTBEHHOCTH M aTPECCUBHOCTU OITyXOJIM.

YL .

Puc. 3. [Jumonoeuueckuii npenapam. Ilpeobaadarom Kaemku npu4yoaueoii popmui, ¢ Ompocmuamon YUmonaasmoll, U 6Cmpeuaemcs 3Ha4UmenbHoe Koau-
uecmeo 1emMeHmos, Komopbie Mo2ym Obimb OmHeceHbl K 3peasim Xpsujeevim Kaemkam. HHnoeda obHapyscuearomes epynnui KAemoK, CKAa0bleaoujuecs
6 mscU U umeroujue 8Ud MemeHmos Guopobaacmuecko2o psoda: A0pa GeiMsHymole, ¢ MOHKONEMAUCHBIM DUCYHKOM XPOMAMUHA, eOUHUYHbIe MeaAKUe

ﬂapblull(ll, yumonaasma ompocmuamasi, be3 uemkux epanuly

Fig. 3. Cytological smear. Primarily bizarre cells with star-shaped cytoplasm; multiple elements that can be classified as mature chondrocytes. Sometimes there
are cell clusters forming strands and having the appearance of fibroblastic elements: elongated nuclei with finely dispersed chromatin; single small nucleoli,

star-shaped cytoplasm without clear boundaries
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Puc. 4. [lumonoeuueckuii npenapam. HepeOko Kaemounbvie s1eMeHMbL NPOKPAUEHb! NA0X0. BoabWuHCME0 Kaemok omAuMaiomest bipajiceHHbIM NOAUMOP-
puzmom, 6cmpewaromest KAemKu cpeoOHux u KpyRHbIX PA3Mepos, OKpy2aoil, 6olmaHymoll, Henpasuavholi gopmol. Okpacka azyp-303utom, ys. (06. x40)

Fig. 4. Cytological smear. Cells are often poorly stained. Most cells have pronounced polymorphism: there are cells of medium and large sizes, round, elongated,
irregular in shape. Azur-eosin staining, magnif. (lens *x40)

Puc. 5. I{umonoeuueckuii npenapam. Kpynnvie amunuueckue xpsaujesvie kaemku, yogoennvie adpa. Oxpacka azyp-sosurom, ye. (06. x100)

Fig. 5. Cytological smear. Large binucleated atypical chondrocytes. Azur-eosin staining, magnif. (lens x100)
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Puc. 6. [[umonoeuueckuii npenapam. Yacmo kremok pachonaearomes @ 00-
wux AaKyHax, s0epHolil noaumopusm pesxo evipaxcer. Oxkpacka azyp-
303uHoM, ys. (06. x100)

Fig. 6. Cytological smear. Some cells are located in common lacunae;
pronounced nuclear polymorphism. Azur-eosin staining, magnif. (lens x100)

Puc. 7. Lumonoeuueckuii npenapam. XapakmepeH o0unbHbli MUKCOUOHbLIL
MENCYMOUHbLIL MAMPUKC, 8 KOMOPOM PACHONONCEHbL NAKYHAPHbIE KAACMEDbl
u3 amunuyeckux kaemok. Okpacka azyp-303urom, y8. (06. x40)

Fig. 7. Cytological smear. Abundant myxoid interstitial matrix with lacunar
clusters composed of atypical cells. Azur-eosin staining, magnif. (lens x40)

XapakrepeH (hoH npenapara — hproIeTOBO-PO3OBbIiA,
CO 3HAYUTETHHBIM KOJWYECTBOM 3pUTpouuToB. Kietkun
pacrmosiaraloTcsi CTUJIOUIHBIMU TTOJISIMU, Pa3pO3HEHHO
WA CKOTUIEHUSIMU, He (popMupyst cTpykTyp. Paszmepst
KJIETOK CpeHUE, peXe METKUe WU KPYIMHbIEe, TPAHUIIbI
00BIYHO YeTKue, hopMa OBaJIbHAS, OKPYTJIasi, MHOT/IA He-
npaBuibHast. [Tomumopdusm o pazmepam u hopme yme-
PEHHBIIA, PO 3aHUMAET GOBLITYIO YaCTh KJIETKH, OOBIIHO
OITHO, PENKO N1Ba, hopma siiep OKpyTiasi, OBabHasl, MHOT-
na 6o6oBumHAS WM JionacTHasg. CTpoeHHe XpoMaThHaA
HEXHOEe, PABHOMEPHOE, CETYATOE VJTU 38PHUCTOE, SIIPHIIIIKI
royoble, oT4eTnuBbIe, OT 3—4 10 8§—10, pa3nuuHbBIX pa3-
MEPOB, OT OUEHb MEJTKUX JIO KPYITHBIX, OKPYTJIbIEe, OBAJIbHBIC,
pexe HenpaBuiIbHOU (opmbl. [luTomiasma paBHOMEPHO

0630pbl U iekyuu

—

Puc. 8. I{umonsoeuueckuii npenapam. Hedughghepenyuposarmulii me3eHxu-
ManvHblil Komnonenm onyxoau. O6pawaem Ha ce0si GHUMAHUE YMePeHHbIL
noaumopgusm sdep onyxoneenvix Kaemok (0onee 8bipajceHHblil, Yem npu cap-
kome FOunea, u menee 0ueauOHbLl, yeM NPU KOHEEHUUOHAALHOU OCmeocap-
Kome), gcmpeuaromes pueypsl namonocudeckux mumosos. Caedyem omme-
mums 601bUI0E KOAUHECMBO AOPbIUUEK

Fig. 8. Cyrtological smear. Undifferentiated mesenchymal component of the tu-
mor. Moderate polymorphism of tumor cell nuclei (more pronounced than
in Ewing’s sarcoma, but less obvious than in conventional osteosarcoma);
abnormal mitotic figures. Multiple nucleoli
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Puc. 9. Lumonoeuueckue npenapamot. Hepeoko kaemiu pacnoaaearomes KAacmepamu, 0eMOHCIMPUPYIOM GbipadceHHble NPUSHAKYU NOAUMOPPU3Ma s0ep
U UHMeHCUBHble U3MeHeHUs 00seMa u Kongueypayuu yumonaasmul. Okpacka azyp-303urom, y8. (00. x40), ys. (06. x100)

Fig. 9. Cytological smear. Cells are arranged in clusters and have pronounced signs of nuclear polymorphism and intense changes in the volume and configuration

of the cytoplasm. Azur-eosin staining, magnif. (lens x40), magnif. (lens *x100)

OKpalleHa, UHOTAA 3€PHUCTAs, OT ci1abo n0 pe3Ko 0a3o-
(bunbHOI, yale y3KUM O0OJKOM OKpPYXaeT SIIpo, pexe
B BUJIE OTPOCTKOB WU O0WIbHAs. B 3HAUUTETEHOM KOJIU-
YECTBE KJIETOK OTMEYAeTCs BaKyOJIM3alvsl [IUTOTLIA3MBbI
u siapa. Yactel purypsl genenus (puc. 8).

Luronornueckas kapTuHa HequddepeHIIMPOBAHHO-
TO KOMIIOHEHTA ME3EHXUMATbHOM XOHIPOCAPKOMBI UMEET
HEKOTOPOE CXOJICTBO C TAKOBOI OCTEOCAPKOMBI, CAPKOMBI
IOunra, 3710KauecTBeHHOM TMM(POMBI, OTHAKO OT OCTEO-
CapKOMBI OTJIMYAETCSI MEHBIIVUM MOITUMOPGHU3MOM Kile-
TOYHBIX 3JIEMEHTOB, B TO € BPEMSsI, B OTJIUYKE OT OTYXOJIN
IOunra, ee xierku He Tak MOHOMOpPGHBI. OTCyTCTBUE
nonuMopdr3Ma B CTPOEHUU XpOMAaTHHA siaep Oojiee xa-
pakTepHO WIS HemnuddepeHIIMPOBAaHHOTO KOMITOHEHTA,
4yeM MJIS 37I0Ka4eCTBeHHOW TuM(pOoMbI. OTIUINTENbHOM
yepToil KJIeTOK HeaupdepeHIIMPOBAaHHOTO KOMITOHEHTA
ClieAyeT CUMTATh HaJTW4YKWe OOJIBIIIOTO YMCIA SIAPBIIIEK
(cM. puc. 8).

CeemiokieTounas xonapocapkoma (9242 /3). Cgeriio-
KJIETOYHAsT XOHIPOCApKOMa UMeeT HEKOTOPhIE XapaKTep-
HbIE OCOOEHHOCTH, OTIMYAIOIIUE €€ OT APYTMX BAPUAHTOB.
KiteTku uMeloT BUa SMUTEAMONOI00HBIX, U KApTUHA Ha-
TMIOMWHAET afieHOKapImHoMy. KiieTouHbIe 371eMeHThI pac-
MOJIaraloTCs NOJISIMUA WX HEOOJIBIIVMU rpyHIaMu. XOH-
JPOUIHOE BEIIEeCTBO BOMM3M HUX HE OTPEEsIeTCs.
Kitetku kpymHbIe, OKpYTIIbIE, C YeTKUMU KPasiMUA U B CKOTT-
JIEHWSTX TUIOTHO TIPWJIETAIOT APYT K Apyry. Aapo pacmona-
raeTcs [IEHTPAIbHO, OKPYTIIOE, C TIETINCTBIM XPOMaTHHOM
u 1-2 aapermkamu. LuTtomiazma ymepeHHasi, cBetas,
yale BaKyoJiu3npoBaHHas (puc. 9).

CxeMBI IUTOJIOTMYeCKOM nrddepeHIInaIbHOM a1ar-
HOCTHKH OTYXOJIei KOCTel MpuBeneHbI B Ta0I. 1-2.

MHOTrOJIeTHHI OTIBIT COBEPILIEHCTBOBAHUSI IIUTOJIOTH -
YEeCKOU TMAarHOCTUKU OITYXOJIEW KOCTEU, TIPOBEACHUE 1IN~
TOTUCTOJIOTUYECKUX COTTOCTABJIEHUH TO3BOJIUIIN JOCTUYh
BBICOKOTO YPOBHSI 3(P(PeKTUBHOCTU ITUTOTOTUYECKOTO
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Tabmuua 1. Lumonoeuueckas duggepenyuarvhas ouazHocmuka XoHopooAacmomsl U XOHOPOCAPKOMbL
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Table 1. Cytological differential diagnosis between chondroblastoma and chondrosarcoma

Ne

—_

[\S]

10

11

12

13

14

15

16

IToka3arenn

ITpenmyIieCTBEHHBIN BO3PACT
Usual age at onset

[pevrmyiiiecTBeHHAS TOKATU3ALIHS
Most common location

KnerouHnocts Ma3ka
Smear cellularity

PacrnionoxeHue KjieTok
Location of cells

MHOI‘OH}ICpHOCTL
Multinucleated cells

®oH mpemapara
Smear background

dopma, pazMepbl, TPaHULIBI
KIIETOK
Shape, size, and boundaries of the
cells

[Monumopdusm
Polymorphism

dopmMma, pasMepbl, pacoiox)e-
HUE gapa
Shape, size, and location of the
nucleus

TTomumopduzm
Polymorphism

CTpoeHue XxpoMaTuHA
Chromatin structure

SAnpeiku
Nucleoli

Iluroriazma
Cytoplasm

BxuroueHust
Inclusions

ﬂI[epHO-HI/ITOHJT a3MaTNYECCKOE
COOTHOILIIEHUE
Nuclear-cytoplasmic ratio

OcobeHHOCTH
Specific characteristics

XonzapooOiacToma

2—3-e gecaruieTue
20—30 years

JInHHBIE TpyOUYaThie KOCTH
Long tubular bones

Paznuunas
Various

becnopsinouHo, yaie pa3po3HEeHHO
Chaotically; cells are usually located separately

OHOSIACPHBI U MHOTOSIIEPHBIN KOMITOHEHT
Mononuclear and polynuclear component

DPUTPOLIUTHI, OKCU(DUITBHOE
0GECCTPYKTYPHOE BEIIIECTBO

Erythrocytes, oxyphilic unstructured substance

OKpyIJbIe, MOJUTOHAIBHBIC, OTPOCTYATEIC;
CpeIHUX Pa3MepPOB; MHOTOsIIEPHbIE HETIpa-
BUWJIbHBIE, KPYITHEE OTHOSAEPHBIX KIIETOK
Round, polygonal, star-shaped; medium-sized;
multinucleated cells have irregular shape and are

larger than mononuclear cells

He BeIpaxeHn
None

OKpyTibie, OBAJIbHEIE;

NPEUMYIIECTBEHHO LICHTPaJIbHO, B MHOI'OA -

JCPHBIX — SKCHCHTPUYHO

Round, oval; primarily located in the center of
the cell; in multinucleated cells, they are located

eccentrically

OtcyTCcTBYET
None

MeJIKo3epHHCTOE, PABHOMEPHOE

Finely dispersed, homogeneous

1—2 He Bo Bcex snpax, 6a30(puabHbIE,

MeJIK1e, OKPYTIIbIe

1—2 not in all nuclei, basophilic, small, round

ba3zodunbHas nim ciiabo 6azoduibHas,
WHOTIAa OTPOCTYATasA, HEPEIKO a3ypodiib-

Has 3€pHUCTOCTb

Basophilic or mildly basophilic, sometimes star-
shaped, often with azurophilic granules

3epHUCTOCTh, OCOOEHHO B MHOTOSIIEPHBIX

KJIETKax
Granular, especially polynuclear cells

B moms3y simpa, peske mUTorTa3mMbl

High, sometimes low

OtMevaeTcs xpsiiieBast TMphepeHIIMPOBKA
(0 3peJibIX KJIETOK) B OHOSAEPHOM

KOMIIOHCHTEC

Cartilaginous differentiation (up to mature cells) in

the mononuclear component

0630pbl U iekyuu

XoHapocapkoma

4—6-¢ necATmIeTrE
40—60 years

Paznmuunas
Various

Yaie HeOorarast
Usually poor

Pa3po3HeHHO, MHOTAA HEOOIbIITUMU
TpymIIaMu
Separately, sometimes organized in small
clusters

Yacro JBYAOCPHBIC KJIIETKH
Binucleated cells are common

Po3zoBoe aMOp(I)HOC NI BOJIOKHUCTOC
MEXYTOYHOE BEILIECTBO, SPUTPOLIUTHI
Pink amorphous or fibrous interstitial
substance, erythrocytes

®dopma camasi pa3HOOOpa3Hasi; pa3Mephbl
BapbUPYIOT; TPAHULIBI HEPOBHbBIE
Shape and size are very different; boundaries
are irregular

Boipaxen
Pronounced

OkpyTJibie, 6000BUIHEIE, CETMEHTHPO-
BaHHbBIE; pa3MepPbI CPEIHUE, METIKHE,
KPYITHBIE; PACIIOJIOXEHBI
qane dSKCLUEHTPUIHO
Round, bean-shaped, segmented; size: medium,
small, large; usually located eccentrically

BripaxkeH
Pronounced

CeTuaToe, HepaBHOMEPHOE
Reticular, non-homogeneous

Yacro He IIPpOCMATPUBAIOTCA UIN
1—3 xpymHbIe, HeTIPaBUITbHOM (POPMBI
Often invisible or 1—3 large nucleoli,
irregular shape

[TouTtu mpo3pauHas wiu ciaadbo 6a3o-

¢unbHas, yMepeHHas WM OOWIbHAS

Almost transparent or slightly basophilic,
moderate or abundant

3epHUCTOCTD, BAaKYOJIU3aLIMs
Vacuolized, granular

HermnocTosiHHO, Yalle B MoJib3y LIUTO-
TJ1a3MbL
Unstable, usually low

I1noxo nmpokpallleHHbIE KIETKH,
3aK/IIOYEHHBIE B MEXXYTOYHOE BELLIECTBO
BUJA XOHIPOUIHOTO, MUKCOUTIHOTO
WJIU TSXKUCTOE
Poorly stained cells within the chondroid,
myxoid or stringy interstitial substance
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Tabmmua 2. [[umonoeuueckas ouggepernyuarbhas ouazHoCMuKa XoHOpOMUKCOUOHOU pubpoMbl U Me3eHXUMANbHOLU XOHOPOCAPKOMbl

Table 2. Cyrological differential diagnosis between chondromyxoid fibroma and mesenchymal chondrosarcoma

Ne

10

11

12

13

14

15

16

IToka3arenn

TTpenmyIiiecTBEHHBIN BO3pacT
Usual age at onset

ITpeumyiecTBeHHAS JIOKATM-
3aluusa
Most common location

Kitetounocth Ma3ka
Smear cellularity

PacrnonoxeHune KJIeTOK
Location of cells

MHorosinepHOCTh
Multinucleated cells

®oH npemapara
Smear background

dopma, pazMepbl, TPAaHUIIB
KIJIETOK
Shape, size, and boundaries of the
cells

IMonumopdusm
Polymorphism

dopma, pazMephl, pacIoIoxKe-
HUEC dapa
Shape, size, and location of the
nucleus

IMomumMopduzm
Polymorphism

CtpoeHne XxpoMaTuHA
Chromatin structure

Anpoiku
Nucleoli

IInToruazma
Cytoplasm

BxutoueHust
Inclusions

HHCDHO—I.[I/ITOHJ'[3.3M3.TI/I‘{CCKOC
COOTHOIIIEHUE
Nuclear-cytoplasmic ratio

OcobeHHOCTH
Specific characteristics

Xonapomukcouanas ¢pudpoma

2—3-e gecaruieTue
20—30 years

PaznuuHas
Various

Heo6orarast
Poor

Pa3po3HeHHO, nHOTAA TSXKAMU
BBITAHYTBIX KJIETOK
Scattered; sometimes strands
of elongated cells

Penko nBysimepHbIe KIETKA
Rare binucleated cells

Po3zoBoe ME2KYTOYHOEC BE€IIECTBO, MHOT-
Ja BOJIOKHUCTOE
Pink interstitial substance, sometimes fibrous

IMpuaymmBoit hOPMBI KJIETKH TUIIA
XpALIECBbIX, MHOIJAa BbITAHYTBIC
Bizarre cartilaginous cells, sometimes
elongated

BripaxkeH
Pronounced

Oxpyriasi, BHITSIHYTasi, pa3Mepbl
MPEUMYIIECTBEHHO CPEIHUE,
PacCIIOIOKEHUE LIECHTPAJIbHOEC

WJIA SKCLIEHTPUYECKOE
Round, elongated; usually medium size;
located centrally or eccentrically

Cnabo BeIpakeH
Mild

CeTyaTo€e, TOHKOIIETIMCTOE
Reticular, finely dispersed

EZ[I/IHI/I‘IHBIG, MEJIKUE
Rare, small

OOubHAasI, CBETIIast, OTpOCTYATas,
0e3 YETKUX TpPaHMUIL
Abundant, clear, star-shaped, without clear
boundaries

Bakyonuzaiuysi, peako 36pHUCTOCTD
Vacuolized, sometimes with granules

IIperMy1IeCTBEHHO B IMOJIb3Y
LUTOIIa3MBbI
Usually low

He otmeuaeTcsa
None

Me3eHXHMAJIbHASL XOHIPOCAPKOMA
(HemncdpepeHIMPOBAHHDBIN KOMIIOHEHT)

Paznuanelii (2—4-¢ gecaTuierne)
20—40 years)

PaznuuHas
Various

boraras
Rich

CrIoIIHbBIE TIOJSI, CKOTUIEHUS 6e3 (hopMu-

pOBaHUsI CTPYKTYP, pPa3pO3HEHHO

Continuous fields; unstructured clusters; scattered

OTCcyTCTBYET
None

KpOBL, CBETJIOC MEKYTOYHOEC BELIECTBO
Blood, clear interstitial substance

OKpyrasi, oBaJbHasl, THOTIA HETIPaBUJIb-

Hast, pa3Mepbl CPeIHKE, PeKe KPYITHbIE
WJIM MEJIKUE, TPAHMIIBI YeTKIE

Round, oval, sometimes irregular; medium size,

rarely large or small; have clear boundaries

OTCYTCTBYET WJIM CJ1a00 BhIpaXKeH
None or mild

Oxpyribie, oBaJbHbIe, MHOTIa 000OBUIHBIE,
JIOTIaCTHBIE, pa3Mephl CPENHUE, PACTIONOXKE-

HUE LHEHTPAJIbHOC

Round, oval, sometimes bean-shaped, multilobed;

medium size; located centrally

OTCcyTCTBYET
None

HC)KHOC, CE€TYaTOC UJIN 3C€PHUCTOC,
paBHOMEpPHOE
Fine, reticular or granular, homogeneous

Ot 3—4 1o 8—10, okpyribie, OBaJIbHbIE,
Pa3JIMYHBIX Pa3MEPOB

Between 3—4 and 8—10, round, oval, various sizes

OT yMepeHHO 10 Pe3Ko 6a30(UIbHOM, paB-
HOMEPHO IIpOoKpall€Ha, nHoraa 3€pHucTas
Moderately to deeply basophilic, homogenously

stained, sometimes granular

HMHorna Bakyom3amus
Sometimes vacuolized

B nonw3y sapa
High

KpoMme HennddepernpoBaHHOTO KOMITO-

HEHTa, BCTPEYaIOTCs SJIEMEHTBI Pa3TMIHOMN

nuddepeHIIMPOBKU (CKEJIETOreHHOM,
COCYIUCTOM U JIp.)
Undifferentiated component plus elements
of various types of differentiation (skeletogenic,
vascular, etc.)

OHKOTITATOAOT M
ONCOPATHOLOGY

29



OHKOTIATOAOTUS | Tom 4

30

ONCOPATHOLOGY | Volume 4

0630pbl U iekyuu

aHanu3a. B HacTosiee BpEMs C ITIOMOIIBIO IUTOJIOTUYEC- TBGHHLIfI), HO M BO MHOTHUX CJIydyasax BCpI/I(bI/I]_[I/IpOBaTb
KOro mccjeagoBaHusAaA BO3MOXKHO HE TOJIbBKO YCTAHOBUTDL  OITYXOJIb B COOTBETCTBHUM C COBPEMEHHBIMU I'MCTOJIOITMYEC-
XapakTep Impouecca (,Z[O6pOKa‘{CCTBeHHBII71 Win 3J;ioKa4€C- KHMMHU KJ'[aCCI/I(bI/IKaL[I/IHMI/I.
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BBEJIEHUE

IMepumykranbHast crpomanbHas omyxonb (ITJ1CO) —
penkast GuoposNIUTeIMaIbHAS OIYXO0JIb MOJIOYHOM XKee-
3bl, XapaKTepu3ayolasics rnpoandepaiueil CTpoMaTbHbIX
BEPETEHOBUIHBIX KJICTOK C Pa3IMYHON CTETICHBIO aTUTTNHI
BOKPYT 10OPOKAYeCTBEHHBIX XeIe3UCThIX cTpyKTYyp. ITICO
HMMEET CXOXYIO CTPYKTYPY € (PUJUTOMAHBIMU OIYXOJISIMU,
OIHAKO €€ OCHOBHOI OTIMYUTE/IbHbIN MPU3HAK — OTCYT-
CTBME YETKMX IPAHML] M OYEBUIHBIX TUCTOBUAHBIX CTPYKTYP.
Hapsiny ¢ atuMy npu3HakKaMu TUIIEPKJIETOYHAsI CTPOMa
pacrpocTpaHsieTCst BOKPYT IIPOTOKOB U JAOJIEK MEXIY He-

3aTPOHYTOU MAPEHXUMOU MOJTOYHON XeJe3bl U XKUPOBOU
TKaHBIO.

[NepunyKkranbHast CTpOMaIbHAS OITyXOJIb MPOIIIIa He-
KOTOPYIO 3BOJIIOINIO B TEpPMUHOJIOTHUN. BriepBrie oHa OBI-
na ormmcanHa A.M. Burga u FEA. Tavassoli kak otaenbHas
OITyXOJIb ¥ BBIC/ICHA B KJIACCU(PUKAIINN OITyXOJIeit KeH-
CKOM PEINpPOIYKTUBHOM CHUCTEMBI M MOJIOUHOM KEJIe3Hl
Bcemuphoit opranusauum 3apaBooxpaHeHus (BO3)
oT 2003 1. KaK TepuAyKTaJIbHas CTpOMaJbHas capKoMa
HU3KO crenieHM 31oKkadecTBeHHOCTH (low grade) [1, 2].
B 2012 r. B crremytoriieM n3naHNM KiacCHUKAITIN OITyXOJIei
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MoJsIouHO# xene3sl BO3 maHHyio omyxoib pekiaccudu-
LIMPYIOT ¥ IPUMEHSIOT 00JIee HEUTPATTbHBIN TEPMUH «TI€PU-
JYKTaJIbHAsI CTPOMAaJTbHASI OTTYXOJIb HU3KOM CTETIeHU 3J10-
kauectBeHHOCTH» (ICD code: 9020/3). [Tpu manpHelmmx
WCCJIEIOBAHUSIX OBIJIO BBISIBIEHO, YTO MPU PELMANBAX
JTAHHOM OIMYXOJIX OHA YaCTO MMEET YEPThI KIACCUUECKON
unnounnnoii onmyxonu [3]. B mocnenHel penakuyum Kiiac-
cuduKanu ormyxosneit MosouHoi xene3sl BO3 ot 2019 1.
IMACO otHOCAT K TIOATUTTY (DMJUTOUAHBIX OITyXOJIei 1 KO-
JIVPYIOT KaK OIMYXOJIb C HEOTPENeJIeHHBIM MOTEHIINAIOM
3nokauecteeHHocTu (ICD code: 9020/1) [4]. HekoTopbie
aBTOPBI PACCMATPUBAIOT BAPUAHTHI (PUILTOMAHBIX OITyXO-
JIel KaK CTaauio OJHOTO Mpoliecca.

[MepunykranbHast cTpoMaibHasi OTTYX0JIb BOZHUKAET
yaie y XeHIIMH B Mepu- U MEHOTay3aJIbHbI TIEpUo
(MeamaHa Bo3pacTa ImanmeHToK — 55,3 roma) [5]. OmHako
OITMCAHBI CIIy4an BO3HUKHOBEHMS OITyX0au y 20-JeTHEe
XKEeHIINHBI 1 y Manbunka 14 net. [I1CO He umeeT cre-
IMOUIECKUX KIMHUYECKUX U PATUOJIOTUIECKUX TTPOSTB-
nenuii. Jleuenue [1JJCO TonbpKo Xupypruiaeckoe, B 00b-
€Me TTOJTHOTO MCCEUYEeHUST OITyX0JH 0e3 TMMGbOIUCCEKITUM.
AnbIOBaHTHASI JIydyeBasi Tepamusi U XUMUOTEpAIus
He nipoBonsgTes. [TCO penko pemuaIuBUpPYeT M UMEET
XOPOLIKIA IPOrHO3 [6].

Mgl npuBonuM onncanmne HabmoxaeHus [1JICO mo-
JIOYHOI XeJie3bl BBUAY OTHOCUTEIbHOU PeAKOCTH 10100~
HBIX CJTy4aeB, HEIOCTATKA CTATUCTUUECKMX TAHHBIX, a TAKKE
OTCYTCTBUS CIIeNU(UIECKUX KIMHUYECKUX U PATUOJIOTH -
YECKUX MPU3HAKOB.

KJIIMHUYECKWU CIIYYAU

Y nayuenmxu 47 nem npu ckpunuHeo8oili mammozpaguu
evlsi6aeH yuacmok acummempuu 1,5 cm 6 naubosvuiem u3-
MepeHUlU 8 8ePXHEHAPYICHOM K8adparme npagoii MOAOUHOL
acenesvl. [locmaenen kaunuveckuil ouaeHos: y3n08asa gu-
oposno-kucmosuas macmonamus (BI-RADS 3). Yepes noa-
200a Npu NOBMOPHOM PEHM2EeHOA02UMECKOM UCCAed08aHUlU
namonoeueckuil y4acmok yeeauuuncs 0o 2,5 cm (BI-RADS 4c).
Ilpu yasmpazeykoeom uccredoganuu 6 6epxHeHapyHCHOM
Keadpanme 8 NpoeKYUU U3MeHeHUl npu mammozpapuu
onpedensiemcs yuacmok eemepo2eHHol CIpyKmypbl ¢ HaAu-
Yyem KUCIMO3H020 U CONUOH020 KOMNOHEHMA C 6KAUEeHUeM
MUKDOKAAbYUHAMO8 U 2UNEPBACKYAAPUIAYUU, PA3MEPOM
23,5 x x 22,0 x 21,0 mm (BI-RADS 4c). Pexomendosaro
npogederue buoncuu.

IIpu eucmonoeuueckom uccaedosanuu mpenanobuonma-
ma omme4aromcs NOGblIULEHHAS! KAeMOYHOCMb CIPOMbL U e0U-
HUYHble NPOMOKU MOAOHHOU Jcene3bl be3 NPU3HAK08 amunui
anumeanus. [Ipedsapumensro nocmaenen duaznos gubposnu-
MeAuanbHoli onyxoau ¢ pekomenoayueil npogedeHus IKCyl-
3UOHHOU Ouoncuu (puc. 1).

Ilpu makpockonuueckom uccredosarnuu yo0anreHHO20
CeKmopa MOA0HHOU Jicene3bl Ha paspese onpedensemcs y3en
1,5 x 1,0 x 1,0 cm ¢ HewemKumu epanuyamu, 0oav4amozo
CMPOeHUsl, Cepo-Jceamozo ygema, NAOMHOIAACMUYECKOLL
KOHCUCMeHUUU, C HaAuvUeM MeAKux Kucm (puc. 2).

Cryyati us npakmuku

Puc. 1. Onyxoav umeem bugasznoe cmpoenue u npedcmagaena epemeno-
BUOHBIMU KACMKAMU €O CAA008bIPANCEHHOU amunueii, KOmopble OKpyIcaom
omKpbimbie npomoku, x40

Fig. 1. The tumor has biphasic structure and is composed of spindle cells with
mild atypia that surround open ducts, x40

Puc. 2. lucmockan cpesa onyxonu

Fig. 2. Histological section of the tumor

B xo0de muxpockonuueckoeo ucciedoganus 00HapyyiceHo,
Ymo onyxonb npeocmagieHa MHONCECMEEHHbIMU V3eAKaMU,
Pasz0eseHHbIMU JHCUPOBOTL U HEUSMEHEHHOU MK AHbI0 MOAOUHOLL
aceneswl (puc. 3). Vzeaku umerom Heuemkue ouepmauus
¢ NPUBHAKAMU UHQUABIMPATUEHO20 POCMA 8 NPUACIHCAULYIO
Hcupogyro mxarsv. CmpomanbHblii KOMHOHEHM ONYX0AuU npeo-
CMaeneH npoAUpePUPYIOUWUMU 8ePemeHO8UOHBIMU KACTNKAMU
€0 c1abo u ymepeHHo 8bipadceHHol sdepHoll amunueil. Om-
Meuaemcsi yMepeHHas MUmMomu4ecKas aKkmueHocms (6 mu-
mo306 Ha 10 noaeit 3penus npu <400) (puc. 4). Bviueonuca-
Hble UBMEHEHUsI PACNOAONCEHbI NPeUMYUECMBEHHO 80KPY2
HeU3MeHEeHHbIX AUOO PACUUPEHHBIX NPOMOK 06 U 004K MOA0H -
HOIL Jicenesbl. Inumenuii NPOMOK08 ¢ PoKycamu eunepnia-
3Ull, OMMEHAIOMCA 04asu anokpunuzayuu snumeaus. Kpas
pesexyuu unmakmusl. Ha ocrose eviuenepeyucientvix eu-
cmonoeuyeckux ocobennocmelil evicmasner duaeros I1JCO.
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Puc. 3. Onyxoav umeem myabmunooyaapHoe cmpoenue. Y3eaku ne UMeiom YemKux epanul, U pacnonolceHbl Cpeou HCUposoU U HeU3MeHeHHOU MKAHU MO-
JN0YHOIL dcenesbl

Fig. 3. The tumor has a multinodullary structure. Nodules have no clear margins and are located among fat tissue and unaltered breast tissue

Jupdepenyuansvras duaeHocmuka nepudyKmanvHoi CmpomanbHoli Onyxoau ¢ QUAIOUOHOU ONYX0AbH U NEPUOYKMANbHOU CIPOMAAbHOU cunepnaasuel

Differential diagnosis of periductal stromal tumor between phylloides tumor and periductal stromal hyperplasia

Histological
parameter

Periductal stromal
hyperplasia

Periductal stromal tumor

Phylloides tumor

Tpanuter omyxonu
Tumor margins

XapakTep pocTa
OITyXOJIN
Type of tumor growth

CrpoMabHasg
aTUITUS
Stromal atypia

MuroTnueckast
aKTUBHOCTh
Mitotic activity

Het yeTkux rpaHuir
No clear margins

'V3510BO#1 pOCT CTPOMBI
B BUIE «MAHXETOK»
BOKPYT HEMU3MEHEHHBIX
MPOTOKOB
Nodal growth
of the stroma with “cuffs”
around unaltered ducts

OTcyTcTBYET
None

<2 MUTO30B
Ha 10 moJjieif BEICOKOI
MOIIIHOCTH
<2 mitoses per 10 high-
power fields

Het yeTkux rpaHui
No clear margins

MyJIBTUHOIYISIPHBIIA, TIPOJIU-
depanyst CTpOMaIbHBIX KJIETOK
BOKPYI' HCUBMEHCHHBIX IIPOTO-
KOB, OTCYTCTBUE JIMCTOBUIHBIX

CTPYKTYpP
Multinodular growth; proliferation
of stromal cells around unaltered
ducts; no leaf-shaped structures

BapuabenbHas cTeTieHb aTUITN
Variable degree of atypia

>3 MuT030B Ha 10 moJreii BEICO-
KOI MOIITHOCTU
>3 mitoses per 10 high-power fields

Jlo6pokadyecTBeHHasI: OTpaHUYEHa.
HOI’paHI/I'{HaH: OrpaHMY€Ha, BO3SMOXHBbI
doxyce mHOWIBTPay. 310KaYeCTBEHHAS:
HET YETKUX I'PAHUIL
Benign: limited. Borderline:
limited; possible infiltration foci.
Malignant: no clear margins

WMHTpakaHaIuMKyIsIpHbINA, (hOpMUpPOBaHUE
JIMCTOBUIIHBIX CTPYKTYP
Intracanalicular; formation

of leaf-shaped structures

Bapuab6enbHast cTerneHb aTUITUKA
Variable degree of atypia

JlobpokavecTBeHHas: <5 MUTO30B
Ha 10 moJreit BEICOKOM MOITHOCTH.
IlorpanuyHas:

5—9 MuTO30B Ha 10 MoJIeit BEICOKOI
MOIIIHOCTH. 3JI0KayecTBeHHast: >10 MUTO30B
Ha 10 moJreir BEICOKOI MOITHOCTH
Benign: <5 mitoses per 10 high-power fields.
Borderline: 5—9 mitoses per 10 high-power fields.
Malignant: >10 mitoses per 10 high-power fields

B nacmosawee épems y nayuenmiu Hadarodaemcs be3peyu-
dusHoe meuenue 3abone6anus Ha npomsxcenuu 10 mec.
[NepunykTambHBIC CTPOMAIBHEIC OITYXOJIH, KaK 1 (-
JIOWIHBIC OITyXOJIN, MMEIOT OM(pa3HOEe CTPOCHME C TUIIEP-
LIEJUTIOJISIPHOW Y BapuabeIbHO aTUIMUYHOW, MUTOTUYECKHU
AKTMBHOM CTPOMOM, OKPYXArOIIe HEN3MEHEHHBIEC TPOTOKHU

u nonbku. Hapsiny ¢ atum [T CO He nMEIoT 4eTKOoTo ouep-
TAHWS WY OYEBUITHOMN JIMCTOBUAHON apXUTEKTOHUKMY [4].

HuddepenunanpHast nuaranoctuka [1JICO B mepByio
ouepenb MPOBOANTCS ¢ GUITIOMAHBIMY OITyXOJISIMU U T1e-
PUIYKTATbHOW CTPOMAaJIbHOM TUTEepIIIa3ueil (cM. tab-
auiy).
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Puc. 4. [Ipoaugepayus eepemeHo8UOHbIX CIPOMANbHBIX KAEMOK ¢ amunuel
0m c1ab08bIPadICeHHOU 00 yMePeHHOU U Halu4uem MUmo306 (YKa3anvl Kpyeami,)

Fig. 4. Proliferation of spindle stromal cells with mild to moderate atypia and
mitoses (indicated by circles)

Hnst imarnoctuku [1JJCO ucnonb3yloTcst KpuTepuu,

ommmcanHble Armed Forces Institute of Pathology (AFIP) [7].
Tucronornueckue npuzHaku [11CO:

— TIPEeUMYIIECTBEHHO BEPETeHOKIJIETOUHAs Tiposude-

panus ¢ BapuabeabHON aTUNUEN KIETOK BOKPYT OT-

Cnyyad us npakmuku

KPBITHIX TYOYJT ¥ IPOTOKOB C OTCYTCTBUEM JIMCTOBU/I-

HBIX CTPYKTYD;

— OfVH WK (Yallle) MHOXKECTBEHHBIE Y3€JIKU, Pa3ieieH-

HBIE JKMPOBOM TKAHBIO;

— CTpoMaJbHas MUTOTUYECKAST aKTUBHOCTD: >3 MUTO30B

Ha 10 moneit 3peHust;

— MH(}pUIBTPaLs B OKPYXaoIiyo (hruOpo3HO-KUPOBYIO

TKaHb MOJIOYHOM XKEJE3bl.

K xputepursm nepuayKTaabHOM CTPOMABHOM TUIep-
TJIA3UU OTHOCST CJIEAYIONINE TPU3HAKH:

— Y3JI0BOIl POCT CTPOMBI B BUJE «MAHXETOK» BOKPYT

HOPMaJTbHBIX 1 HEU3MEHEHHBIX IPOTOKOB;

— OTCYTCTBUE aTUIINU KJIETOK;
— CTpoMaJibHasl MUTOTUYECKAs aKTUBHOCTh: He Oosee

2 muTo30B Ha 10 moneit 3peHus.

C yueTtoMm Beero BoimeormcanHoro IT1CO nmeeT Tec-
HYIO B3aUMOCB$I3b C (PrnionaHoI ormyxosnbio. Kpome Toro,
HEKOTOpbIE aBTOPHI OTMEYAIOT TIOSIBJIeHWE OoJiee TUTTNY-
HBIX (PUIUTOMAHBIX TPU3HAKOB MPU PELIMIUBE, TTOITOMY
9Ta OMyXOJIb PACCMAaTPUBAETCS KaK MOATUT (PUIIOUIHOM
onyxomnu. B HacTosiiiee Bpemsi OTCYTCTBYIOT CTATUCTUYECKIE
nmaanbie o [TCO. B nureparype onvicaHbl TpUMEPHI OTEIb-
HBIX CJTy4aeB U MPUBECHO BCero | nccienoBaHue ¢ onmca-
HueM 20 cirydaeB 1Sl onpeaeeHus MOp(OIOTMIeCKIX U M-
MyHOTUCTOXUMMYeckuX XapakrepucTtuk [11CO [7].
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AHrnocapkoma MONIOYHOIA JKene3bl — pefiKas arpeccuBHas 3710KayecTBeHHas OMyxosb C HeGNAronpUATHbLIM MPOTHO30M U Bbl-
COKOW BEpPOATHOCTbIO PeLMANBUPOBAHMA. B 3aBMCHMOCTM OT MPUYMHbLI BOSHUKHOBEHWUS aHTMOCAPKOMbI MOJIOYHOIA JKene3bl
LENsT Ha NepBUYHbIE U BTOPUYHbIE. BTOPUYHBIE aHTMOCapKOMbI 0ObIYHO MHAYLMPOBAHbI NPEALIECTBYIOLMUM TEYEHUEM paKa
MOJIOYHOI Xene3bl, NPy 3TOM BbIAENAIOT PaANOMHAYLIMPOBAHHbIE BTOPUYHbIE aHTMOCAPKOMBI, Pa3BUBLLMECA NOC/E y4eBO
Tepanuu, 1 aHrMoCapKoMbl KOXM, pa3BuBLINECS HA (POHe XPOHMYECKOro AMM@ocTasa nocne AMMPo[UCceKLUmn nocne paam-
KanbHOM MaCTIKTOMUM B COYETAHMM C NIy4eBOii M nonuxumuotepanmen (cuuppom Crioapta—Tpueca). B ctatbe npepcTaBneHbl
K/MHWYeCKMe Cyyaun BTOPMYHON paAMOUHAYLMPOBAHHOI aHrMocapKoMbl 1 cuHapoma Crioapta—Tpusca.

KnioueBble cnoBa: BTOpUYHAA aHIMOCAPKOMa MONIOYHOIA Jene3bl, OCNOXHEHUS NY4YeBOii Tepanum, NoCTIy4YeBas aHrmo-
capkoma, cuHgpom Crioapta—Tpueca
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Treatment-induced breast angiosarcomas
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Breast angiosarcoma is a rare aggressive cancer with dismal prognosis and high risk of recurrence. Breast angiosarcomas
can be divided into two categories depending on their causes: primary and secondary. Secondary angiosarcomas are
usually induced by previous treatment for breast cancer and are further divided into radiation-induced secondary an-
giosarcomas and skin angiosarcomas developed due to chronic lymphostasis after lymph node dissection following
radical mastectomy in combination with radiotherapy and polychemotherapy (Stewart-Treves syndrome). In this article,
we report rare cases of secondary radiation-induced angiosarcomas and Stewart-Treves syndrome.

Key words: secondary breast angiosarcoma, complications of radiation therapy, radiation-induced angiosarcoma, Stewart-
Treves syndrome
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BBEIEHUWE

AHrrocapkoma MOJIOYHOI xkene3bl — peakast (1o 1 %
BCEX OITyXOJIed MOJIOYHOI KeJIe3bl) arpecCUBHAS 3710Ka-
YeCTBEHHAST OIyXOJIb ¢ HEOJIArONMPUSATHBIM ITPOTHO30M
U BBICOKOI BEpOSITHOCTBIO peuuauBupoBaHus [1]. B oc-
HOBE Pa3BUTHS HEOIUIA3WH JICXKUT ITATOJIOTHIECKAs TIPO-
mudepannsl 3HIOTEINATBHBIX KJIETOK KPOBEHOCHBIX
I TUMGbATHIECKUX COCYIIOB.

B 3aBuCMMOCTH OT IPUYUHBI BOSHUKHOBEHMS aHTHO-
CapKOMBI MOJIOUHOM 3KeJIe3bI IeIAT Ha 2 TUIIA: TIepBUYHbBIC
(primary) u Bropmunbie (secondary). [IpuHSTO cUMTATH,
YTO TepBUYHAS] aHTMOCApPKOMa BO3HMKAeT CIIOHTAaHHO,
OTHAKO BOIIPOC 00 3TUOJIOTUH OCTACTCS JO CHUX IOp OT-
KPBITBIM.

BropuuHasa aHrmocapkoMa OOBIYHO WHAYLIMPOBaHA
MIPEIIICCTBYIONINM JIeYeHUEM paKa MOJIOYHON XKeIe3bl.
Brigesnsior paiMoMHIYIMPOBAaHHYIO aHTHOCAPKOMY, pa3-
BUBIIYIOCS OCTIE JTYIeBOM Tepaliiy, 1 aHTHOCAPKOMY KO-
KM, Pa3BUBIIYIOCA Ha (hOHE XPOHMIECKOTo JuMbOocTaza
rmociie TMM@OIUCCEKIIUM TTOCIIe PaTUKaIbHO MaCTIKTO-
MWH B COUYCTAHUH C JIyIeBOI Tepanueil U MOJINXUMHUOTE-
parmeit. B nuteparype mociemHsIsI onmrcaHa Kak CHHIPOM
Crioapra—TpuBsca [2].

CpenHuii BO3pacT MAaIMEHTOK pa3IndaeTcs Py pas-
HBIX TUIIAX aHTMOCAPKOMBI. TaK, pa3BUTHUE ITEPBUIHBIX
AHTUOCAPKOM XapaKTepHO Y 00JIee MOJIOIBIX KEHIITUH (Me-
IMaHa Bo3pacTa cocTaBiseT 35—40 yer), Torma Kak BTO-
PUYHBIX — Y MOXMUIbIX (MeAuaHa Bo3pacta — 65—70 neT)
cryctst 7—10 yer mocie TpoBeneHUs Ty9eBOM Tepanuu
[3-5].

Kinmandeckas kapTrHaA KaK IIEPBUYHOM, TaK M BTO-
PUYHOIT aHTHOCAPKOMBI MOJIOYHOM XKeJIe3bl pa3HOOOpa3Ha
1 3aBHCUT OT pa3Mepa omyxoiu. [lopakeHHass MOJIOYHAS
KeJle3a MOXKET YBeJIMUMBATHCS B 00beMe 32 KOPOTKUI CPOK
C ICTOHYEHHMEM KOXH 1 00pa30BaHUEM SI3BEHHOTO ne(eK-
Ta. 71 THCTOIOTMYECKOM Bepu (UKl TIPEAIIOYTCHIE
HEOOXOIMMO OTAATh OTKPBITOM OMOIICMM OIYXOJH, TaK
Kak acIpalloOHHAas ¥ ITyHKIIMOHHAsI OMOIICKH MOTYT AaTh
JIOXXHOOTPULATEIbHbIN pe3y/ibraT [6].

AHTHOCapKoMa MOXeT OBITh OT 1 o 20 cM B IMameTpe,
B OCHOBHOM 0oJree 2 ¢M 1 IIpeAcTaBIecHa KaK TeMOpparu-
YeCKUMU MaccaMu, TaK U IJIOTHBIM Y3JIOM € y9acTKaMu
HEKpPo3a, KPOBOUBIMSHUMN M KUCTO3HBIMU PaCIINPEHM-
amu [7].

Mopdoiorndeckoe CTpoeHNEe aHTHCApPKOM pa3HO-
00pa3HO U MMEET Pa3INIHbIC BAPMAHTHI, HAUMHASI C BBICO-
koM hepeHIIMPOBAHHBIX COCYAUCTBIX CTPYKTYP C MUHU-
MaJIbHBIM IIPOSIBJICHUEM KJICTOYHOM aTUTINY 1 3aKaHIMBAsT
Hu3koandGepeHIMPOBAaHHOM HeoIIa3ueil B BUe MoJieit
BEpETEHOOOPA3HbIX, AMUTETUOUIHBIX U KPYTJIbIX aTUTNY-
HBIX KJIETOK C MUHUMAJIbHBIM KOJINIECTBOM COCYIMCTHIX
ctpykTyp. [Ipolecc MoXeT TOKaIM30BaTLCSA KaK B IepMe
U TIOJIeKAIIel XXKNPOBOI KJIeTIaTKe, TaK U B TKAHU MO-
JIOUHOI Xene3Hl [§].

AHTHMOCapKOMBI MOJIOYHOM XKeJIe3bl YCIIOBHO pa3nesis-
10T Ha BeICOKOMM(phepeHIIMPOBaHHbBIC, YMepeHHOI b de-
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peHIIMpoOBaHHBIEe U HU3KoauddepeHIMpoBaHHbIE [9].
OmHako, HECMOTPS Ha HEOTHOPOIHYIO MOP(OJIOTMUECKYIO
KapTHHY, aHTHOCAapKOMY BCeT/Ia CJIeIyeT OTHOCHUTD K OITy-
XOJISIM C BBICOKOM CTENEHBIO 3JI0KA4eCTBEHHOCTH, TaK
Kak Jaxe BeIcOKonm(pdepeHIIMPOBaHHBIE OITyXOJIN UMEIOT
KpaliHe arpeCCUBHOE TeUeHNE W BBICOKMIT PUCK MeTacTa-
suposanud [10, 11].

OugaramMy MeTacTa3sMpoBaHUs HAaWOOJEe YacTo SIBIISI-
[OTCSI JISTKHE, TIeYeHb, KOHTpajlaTepaabHast MOJIOYHAs JKe-
JIe3a, Apyryue o0JIacTH KOXW M MSITKUX TKaHeH, a TakxKe
Koctu. JIumdaTnaeckue y3ibl mopaxkawoTtcsd peako [11, 12].

J1s monTBepXKISHUS COCYIUCTOTO ITPONCXOXKICHUS
OITYXOJIA YaCTO IIPHOETafoT K IPUMEHEHNIO UMMYHOTHICTO-
XUMHMYECKOTO METOIa, OCOOCHHO B A(dpepeHIINaTbHOM
INATrHOCTHUKE MEXIy aHTMOCApKOMOM M KapIMHOMOM.
Hau6osee ncmob3yeMoil IMarHoCTUYIECKOM TTaHEITbIO SIB-
JIIeTCST KOMOMHAIIMS 3HIOTeMMaIbHBIX MapKepoB (CD31,
CD34, VEGFR) u sniutemmaabHBIX MApKepoB (ITaHIINTO-
kepatuHa, EMA). CTOUT TOMHHTB O TOM, YTO HEKOTOPBIE
aHTMOCAapPKOMBbI, OCOOEHHO C SIUTEIMONIHOM TuddepeH-
LUPOBKOI, MOTYT 3KCIIPECCUPOBAThH IIUTOKEPATUHBI, T10-
3TOMY JAaHHBI MapKep He CTOUT IPUMEHSITh N30 IMPOBAH-
Ho [7, 13].

I1porHo3 3aboneBaHUsT HEOJATONMPUSITHBINA, CPEIHSIS
BBDKMBAEMOCTh 0€3 PEIMINBOB ITOCJIC ITIOCTAHOBKM J1Aar-
HO3a COCTaBJISIET MeHee 3 JIeT, CpemHsIsl 00Ias BIKMBA-
€MOCTh — MeHee 6 jieT. CuuTaeTcsi, 4YTO IPOrHO3 BTOPUY -
HBIX aHTHOCAPKOM XyXKe, YeM IIepPBUYHBIX, OMHAKO TaHHBINA
BOIIPOC OCTAETCSI OTKPBITBIM B CBSI3U C MaJbIM YHCIIOM
HUCcCcIeq0BaHHBIX cirydaes [3, 10].

MpbI nipencrtaBisgeM 4 KIMHAYSCKUX CIydasi BTOPUY-
HBIX aHTHOCApKOM, Pa3BUBIIMXCS MOCJE JICUCHUS paka
MOJIOTHOM XeJIe3bl.

KIIMHUYECKUN CITYYAH 1

Hayuenmra 61 200a. B 2013 e. duaenocmuposan pax
npasoii moaounoi xeenezvt T2NIMO IIB cmaduu. Boinoanena
PAOUKANbHAS pe3eKyus NPAeoll MOAOUHOU Jicene3bl ¢ nocie-
dyroweil kombunuposannoi mepanueii. B 2020 e. camocmo-
AMENbHO OOHapyyCcuAa YNAOMHeHUe 8 00Aacmu nocaeone-
PpayuoHHo20 pybya, 00HAKO @ meyeHue 200a K 8pa4am He
obpauwanacy. Co epemenem 00pazoeanue y8eauuusoCs @ paz-
Mepax, 6 cesa3u ¢ yem NAyUeHMKa o00pamuAacs 8 OKPYICHoe
oHKO0A02UYecKoe omdeneHue. Buisgreno nosoobpazosanue
8 nocaAeonepayuoHHom pyoye.

B anpene 2021 e. nposedena 6uoncus obpazosanus. Ipu
MUKDOCKORUYECKOM UCCAe008AHUU 80 (hpaeMeHMUPOBAHHBIX
CMOoABUKax omMmedeH cyOInUdepMabHblil POC ONYX0AU C HA-
AUHUEM WEeNeBUOHBIX CIMPYKMYD U COAUOHBIX YYACMKOE,
¢ (hopmuposaruem cmpyKmyp, HaNOMUHAIOWUX COCOUKOBbLE
(puc. la). Onyxonegoie KaemKiu ¢ GbipaANCCHHBIM NOAUMOPPU3-
MOM, 8bICOKOU Mumomuteckoii akmugrocmoio (17 mumo306
Ha 10 noaneii 3penus, yseauuenue 400, ouamemp 0,5 mm),
anonmo3samu (puc. 16). Dnudepmuc HepagHOMEPHO YMOAUIEH,
¢ yuacmkamu aKkawmosa, eunepkepamosa. Ilpu ummyHoeu-
CMOXUMUYECKOM UCCACO08AHUU BbISBACHbI BbIPANCCHHAS
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Puc. 1. Mopghoaoeuueckoe uccaedosanue onepayuonnozo mamepuaia. Ilayuenmra 61 2oda. 3ona nocaeonepayuorHo2o pyoya: a — snUOepMUC HEPaHO-
MepHO YMOAUeH, ¢ y4acmKamu aKkanmosa, unepKepamosa. B moaue — cy6snudepmanshbiii pocm onyxonu ¢ HaAuMuem weneeuoHbIX CMpyKmyp u conUOHbIX
yuacmkos. OKkpacka 2emMamokcuauHom u 303unom, x30; 6 — onyxonesevie Kiemku NUMEAUOUOHO20 MUNA, C GbIPANCEHHBIM HOAUMOPPUIMOM, BbICOKOIU
MUMOMU1ECKOol aKmueHOCMbio, 00pazyloujie Kanuaisapbl o MUny «cocyoucmoix weaeil». Okpacka 2eMamoKCutuHoMm u 303unom, 400

Fig. 1. Morphological examination of a surgical specimen. A 61-year-old female patient. Postoperative scar area: a — epidermis demonstrates irregular
thickening with areas of acanthosis and hyperkeratosis. Subepidermal tumor growth with slit-like structures and solid areas in deep layers. Hematoxylin
and eosin staining, *30; 6 — tumor epithelioid cells with pronounced polymorphism and high mitotic activity forming cleft-like vascular channels. Hematoxylin
and eosin staining, x400

Puc. 2. Hmmyroeucmoxumuueckue ocobennocmu uccaedyemoti onyxoau. Iayuenmia 69 sem. Aneuocapkoma MoaouHOI Jcenesdl: a — GbipaiNCceHHAs SKCPeCcUsl
CD31 6 sndomenuu onyxonegwvix cocydos, x200; 6 — evipaxcennas yumonaazmamuueckas peakuyus CD34 ¢ eepemenosuonvix onyxonesvix kaemiax, x200

Fig. 2. Immunohistochemical characteristics of the tumor. A 69-year-old female patient. Breast angiosarcoma: a — pronounced CD3 1 expression in the endo-

thelium of tumor vessels, x200; 6 — pronounced cytoplasmatic expression of CD34 in spindle cells of the tumor, %200

dugysnas sxcnpeccus CD3 1, ouaeosas crabogvipasicennas
axcnpeccus CD34. Peakyus c anmumenamu k AE1/AE3 om-
pULamenbHas npu a0eK8amHom nOAONCUMENbHOM BHYMPEH -
HeM KOHmpoae, PeaKyus ¢ aHmumenamu Kk MammazioouHy
ompuyamenvhas, Ki-67 umeem eemepocentoe pacnpedene-
Hue, 6 cpedHem noaoxcumener é adpax 55 % onyxoneewix
Kkaemok. Ha ocnosanuu mopghonoeuueckoeo cmpoenus u um-
MYHOeHomuna onyxoau OuazHOCMUPOBAHA AHSUOCAPKOMA.

B aseycme 2021 2. gviseaen peyudus obpazoganus 6 no-
cneonepayuontom pyouye. Ilayuenmie pexomeHoosanvl one-
pamusHoe AeveHue U NOAUXUMUOMEPanus.

KIIMHUYECKUN CITYYAHN 2

Ilayuenmxa 69 aem. B 2003 . svisig1en pak MOAOHHOU
Jcenesnl, o HOB0AY KOMOPO2O NPOBEOeHO KOMNAEKCHOE Aeve-
HUe — ay4esas mepanus 8 COHeMaHuu ¢ NOAUXUMUOMepanu-
eii no cxeme CAF. B 2020 2. o6Hapysicuna ynaomuenue 6 6epx-
HeMm KeadpaHme 1e80ll MOAOHHOIU Jcene3bl U 00pamuiace
K oHK0402Y. Boviia evinoanena mpenanobuoncus 06pa308anus
Jcenesvl NOO YAbMPa38yK08bIM KOHMPOAEM.

B 6uonmamax moaounoil xcenezvl — oKycol npoau-
gepupyrowux, anacmomoupyrowux mexcdy coboii cocydos
KanuaaspHo2o muna, 6e3 HeKpo3da, ¢ Haau4uem YMepeHHOLl
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A0epHoil amunuy 4acmu S3H00MeAUanbHbIX KAeMOK, 8blCIU-
Aarowux cocyosi (10pa eunepxpomusle, yKpynHeHHoie, c1abo-
noaumopHsie, 8bl0YXAOM 8 NPOCEEM; BCMPEUAIOMCsL KAeMKU
¢ 3epHUCMOll 303uHOPUABHOU Yumonaazmoii). Mumomuue-
ckas akmuerocms Huszkas (1 mumos na 10 noaeil 3penus,
yeeauuenue 400, ouamemp 0,5 mm). Ilpu ummyrnoeucmoxu-
Muyeckom uccaedoganuu evipaxcennasn sxcnpeccus CD31
6 3Hdomeauu onyxonesvix cocydos (puc. 2a), a maxice ébi-
pasicennas yumonaasmamuveckas peaxkyusi CD34 6 epeme-
HOBUOHBIX Onyxonesvlx Kaemkax (puc. 26), umo noomeep-
acoaem cocyoucmyro npupoody onyxoau, m. e. AHeUOCapKomy.

Janvneiiuee meuenue u ucxod 3a604e6anusi K Hacmo-
AueMy epemerU Heu38eCmHbl.

KIIMHUYECKUN CITVYYAM 3

Ilayuenmra 72 aem. H3 anamueza uzéecmHo, 4mo
6 2008 e. no nosody paka npaeoii MOAOHHOU Jcene3bl 6bLA0
npoeedeHo KOMHAEKCHOe AeHeHlUe, KOmopoe 8KAI04an0 paou-
KAAbHYI0 MACMIKMOMUID, AYYe8YI0 MePanur U 20pMoHome-
panuio 6 meuerue 5 nem. Co c106 nayueHmku, 8 nPagom
npeonaeuve nepuodutecku 603HUKAA AUMPocmas.

B dexabpe 2021 2. o6pamunace 6 NOAUKAUHUKY HO NOBO-
dy obpazosanus 6 obracmu npasoeo npednaevwvs (puc. 3).
[Iposedeno ynvmpazsykosoe uccredoganue, no pe3yabmamam
KOMmMopo2o 0bina 00HAPYICEHA 2UNOIXOLEHHAST CMPYKMYpa
C Xaomu4HbIM cAabbiM nepughepuuecKum KposomoKom, He-
npasunvHoil gopmot, pasmepamu 4,4 x 1,2 cm, ¢ uneasueil
6 Kodicy. Pexomendosana KoHcyasbmayus xupypea, a maxaice
nposederue mopghosocu4eckoll eepupuxayuu 0opazoeaHus.

Puc. 3. llayuenmka 72 rem. Aneuocapkoma eepxueii KoHeyHocmu (CUHOPOM
Cmioapma— Tpusca). B obaacmu npasoeo npeonaeuvs Ha poHe aumgocma-
3a — 06pazoeanue HenpasuavHoil hopmot, pasmepamu 4,4 x 1,2 cm, Hano-
MUHarouee 2emamomy

Fig. 3. A 72-year-old female patient. Upper limb angiosarcoma (Stewart—
Treves syndrome). There is a 4.4 x 1.2 cm irregular formation resembling
a hematoma in the right forearm along with lymphostasis

Cryyati us npakmuku

Puc. 4. Hccaedosanue mamepuana 6uoncuu. [layuenmxa 72 aem. Aneuocap-
Koma eepxreil Koneunocmu (cunopom Cmrwoapma— Tpueca). Mopgonoeuuec-
Kue 0CO0eHHOCMU: UHBA3UGHBILL POC ONYXOAU U3 KAEMOK C YMEPEHHO 8bipa-
HCEHHBIM HOAUMOPPUIMOM, POPMUPYIOUUX COAUOHBIE CKONACHUS BOKPY2
cocy0os, cocyoucmole weau Ha (oHe OOUUPHBIX KPOBOUAUSHUL PA3ZHO2O
cpoka dagHocmu U 04az080ii Aaumgouoroil ungurempauuu. Okpacka eema-
MOKCUAUHOM U 303UHOM, %90

Fig. 4. Examination of a biopsy specimen. A 72-year-old female patient.
Upper limb angiosarcoma (Stewart—Treves syndrome). Morphological
characteristics: invasive tumor growth_from cells with moderate polymorphism
that form solid clusters around blood vessels; vascular slits and extensive
hemorrhages of different age and focal lymphoid infiltration. Hematoxylin and
eosin staining, x90

Tpu eucmonoeuneckom uccaedosanuu OUONCULIHO20 Ma-
Mepuana 8vlaeAeH UHBA3UBHBLI POCH ONYXOAU, COCOAUel]
U3 INUMEAUOAUOHBIX KACMOK C YMEPEHHO GbIPANCEHHBIM NO-
AUMOPPUIMOM, HOPMUPYIOUUX CONUOHBIE CKONACHUS BOKDY2
cocydos, a makice cocyoucmole wieau Ha QoHe oOUUPHBIX
KPOBOUBAUAHUL PA3HO20 CPOKA 0ABHOCMU U 04A2060U AUM-
pouodnoii ungursmpavuu (puc. 4). Boickazarno npednonodice-
Hue 06 aneuocapxome.

Dnumenauoudnas aHeuocapkoma eepxHeil KOHeUHOCMU
noomeepounacs Npu UMMYHOLUCMOXUMUYECKOM UCCAe006a-
HUU, O pe3yabmamam KOmopo2o Omme4anach 8bipaiceHHasl
axcnpeccus CD31 u CD34 (puc. 5a, 6), a makace carabas
axcnpeccuss AE1/AE3 6 snumenuoudnom Kkomnonenme ony-
xoau (puc. 58). Ki-67 noaoxcumener 6 65 % onyxonegwix
Kaemok (puc. 5e).

Ha ocnosanuu anammesa u noayueHHbvx pe3yabmamos
duaenocmuposan cundopom Cmrwapma— Tpusca.

Tlocae nposedennoeo xupypeuueckoeo aeueHus mamepu-
an ONYX0AU OMNPABAEH HA 2UCMOA02UHECKOe UCCAe008aHUe.
B yenmpe yoanennoeo KoicHo2o 10cKyma oOHapyiceHo oastui-
K0BUOHOE ynaomHeHue duamempom 3 cm, cepogamo-0ypoeo
yeema, ¢ Heuemxumu epanuyamu. Ha cepuiinvix cpezax ony-
xoaeawlil y3en pasmepamu 5,0 x 3,5 x 2,0 cm, ¢ Heuemkumu
HepOGHbIMU PAHULAMU, NECIPO20 8UOA, MEMHO-KOPUHHEE0-
20 YBEma ¢ ceposamo-4cesmviMu 6KPanIeHUIMU, NAOMHOLL
Koxcucmenyuu (puc. 6a).

Ilpu eucmonoeuueckom uccaedo8anuu onepayuoHH020
Mamepuana: Onyxonb pacnof0NCeHa 6HympuoepmanbHo, pac-
npocmpansemcs 8 eunodepmy (puc. 66), npedcmasnena ana-
CMOMO3UPYIOWUMU PA3EENEACHHBIMU COCYOUCIMbIMU KAHA-
AQMU HeNnpasuavbHol Gopmvl, 0OWUPHBIMU Y4aCMKaAMU
COAUOHO20 CIMPOEHUS U3 AMUNUYHBIX INUMEAUOUOON0000HbIX
U 6epemeH000pPaA3HbIX KAEMOK ¢ NOAUMOPGHBIMU 0paAMU,



Cryyati us npakmuku

Ty

Tom 4
Volume 4

Puc. 5. Umumynoeucmoxumuueckuii npogune onyxoau. Ilayuenmra 72 aem. Aneuocapkoma eepxteii koneurnocmu (cundpom Cmrwoapma—Tpusca): a — 6bi-
paxcennas sxcnpeccus CD31; 6 — svipascennas sxkcnpeccus CD34; ¢ — caabas sxcnpeccus PanCK 6 anumeauoudnom komnonenme onyxoau, e — UHOeKC

npoaugepamusroi akmusnocmu Ki-67 6 65 % onyxonesvix kaemok

Fig. 5. Immunohistochemical profile. A 72-year-old female patient. Upper limb angiosarcoma (Stewart—Treves syndrome): a — pronounced CD31
expression; 6 — pronounced CD34 expression; ¢ — weak PanCK expression in the epithelial component of the tumor; ¢ — Ki-67 expression in 65 % tumor cells

203UHOPUABHBIMU AOPLIUKAMU, BbICOKOU MUMOMUYECKOU
akmusHocmbvio. Umeromes 00uupHble y4acmiu Kpogousnu-
SAHULL, Mecmamu OmA0dceHuUs: eemocudeputa. B aumgpamuuec-
KUX cocydax Ha omoaneHuu om onyxoneeo2o0 y31a Omme4eHb!
onyxonegwle smbonvl (puc. 68).

Ilonyyennvie dannvle nodmeepouau duaeHo3 aHeuocap-
KOMbl 6epXHell KOHeUHOCIU.

KJIMHUYECKUHU CIIYYAHU 4

Ilayuenmra 77 aem. B 2009 2. nepenecaa padukanvryio
MACMIKMOMUIO N0 NOB0JY paKa Moao4Hol xcenezvl T2NOMO
IIA cmaduu ¢ nocaedyroweil xumuo- (6 Kypcos) u ay4esol
mepanueil. B dexabpe 2021 e. obpamuaace ¢ xwcarodbamu
Ha omeK npaeoll gepxHeil KOHEUYHOCMU U KPOBOMOHUBOCHb
U3 00paz08aHuss MaeKUX mKaneil gHympeHHell N08epXHOCMU
cpedHell mpemu npasoeo nieua, Komopbie 6ecCHOKOUAl ¢ Mas
2021 e., ommeuana pocm obpazoearus. B okmsabpe obpamu-
AaCb K OHK0102Y, 0bl10 PeKOMEeHO08AaHO npogedeHue YyUumo-
A02u4ecKoe0 uccaedosanus odpazosarus. Llumoepamma co-
0mM@emcmen8ana 310Ka4ecmeeHHomMy HO8000pa308aHUID
HeanumeauansvHoli npupodsi. B Hauase Hos0ps KOHCYAb-
MUpPOBAHA OHKOXUPYP2OM, 00HAKO OanbHeluiee 00caedosa-
HUe He npo8ooduaOCh 6 C8A3U ¢ 3a001e8aHUeM NAUUCHMKU
COVID-19. Ilocne 6b1300posaenus HeOOHOKPAMHO 00pauya-
1aCb 8 NOAUKAUHUKY ¢ AKIMUGHBIM KPOBOMEUEHUCM U3 ONYX0-
ne60e0 y3aa. Tlocae o6pawenus Kk xupypey ROAUKAUHUKY KPO-
someueHue 0bi10 OCMAHOBACHO NPOUWUBAHUEM C NOCAEOVIOUel]
CAHAYUOHHOU pe3eKyueli MAeKuxX mKaHei npasoeo nie4a.

IIpogederno naanosoe mopgonoeuneckoe uccredosanue.
Koorcnwiil nockym ¢ obpazosanuem ¢ 3po3UHOU NOBEPXHO-
cmulo, meMHO-KpacHoeo usema, pasmepamu 2,0 x 1,0 x 0,7 cm,
pacnonoxcentvim Ha 0,3 cm om baudcaiiuleeo Kpas pe3eKyuu.
IIpu muxpockonuu obHapyscer pocm 310Ka4ecmEeeHHOl ony-
X0AU C NOBEPXHOCHHBIM U3BA36AeHUEM, COCIOAWell U3 Kae-
MoK 8epemeH000pa3HOil, NOAUCOHANBHOU U OKPY2aoil (hopmbl,
gopmupyrouux coarudHvle noas ¢ 60AbUUM KOAUHECHBOM
Kanuaaspoé cUHycouddibHo20 muna, ¢ OOUUPHbIMU yuacm-
Kamu kpogousausnuil (puc. 7a, 8). Onyxoas npopacmaem
do enybokux omoenos depmol, He 3amMpazueas NOOKONCHO-
acupogyro kaemuamky (puc. 7a). Hcceuenue npoussedeno
6 npedenax HeusMeHeHHbIX mKaHeil. Bvickazano npednono-
JceHue 0 310KauecmeenHoll onyxoau, ouggepenyuanbHolii
duazHo3 npoeoouncs mexncoy Memacmazom paKa MoAo4HOl
Jcenesvl U AHeUOCAPKOMOLL.

TIpu ummyHoeucmoxumuueckom ucciedo8anull 8bia61eHo
noA0dICUMENbHOE OKPAUUBAHUE ONYX01E8bIX KACMOK C AHMU-
menamu k CD31, CD34, FLI-1. AE1/AE3 (panCK) ompuya-
menen Npu adeK8amHOM HOAOICUMENbHOM BHYMPEHHEM
Konwmpoane (puc. Sa—e). Mopgonoeuueckas kapmuna u um-
MYHOpeHOmUn OnyXoau COOMEemcmeo8aiu aHeUuocapkome.

OBCYXJIEHWE

AHTHOCapKOMBI, Pa3BUBIIMECS BCIEACTBUE MpeIie-
CTBYIOIIETO PAANAIIMOHHOTO O0Ty4eHUsI MOJIOUHOM XKeJte-
3Bl WM Ha (hOHE XPOHMIECKOTO TMM(ocTasza mociie paam-
KaJbHOW MACTIKTOMWU, TIPUHSITO Pa3aessiTh HA 2 TUMA:
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Puc. 6. Hccaedosanue onepayuonnoeo mamepuana. [layuenmra 72 aem. Aneuocapkoma eepxeii koneunocmu (cundpom Cmrwoapma— Tpueca): a — cepuii-
Hble Cpe3bl KOWCHO20 N0CKYMA, ONYX0Ab ¢ HeYemKUMU 2PAHULAMU, NeCMPO20 8U0d, MEMHO-KOPUHHEB020 UEMd C HCeNMO8AMbIMU GKPANACHUIMU; O — 6HY-
mpudepmansHoe pacnonoxcerue onyxoau. OKpacka eeMamoKcuAUHOM U 303UHOM, X 3; 8 — ONYX04b NPeOCMABAeHA YHACMKAMU SNUMeAUOn0000HbIX U éepe-
MEHOBUOHBIX KAEMOK, ¢ NOAUMOPPHBIMU AOPAMU, BbICOKOI MUMOMUHECKOU AKMUBHOCHbI), MOHKOCMEHHbIMU COCYOamu Kanuaisprozo muna. Okpacka

2eMAMOKCUNUHOM U 303uHOoM, X 100

Fig. 6. Examination of a surgical specimen. A 72-year-old female patient. Upper limb angiosarcoma (Stewart— Treves syndrome): a — serial sections of a skin
flap; heterogenous dark brown tumor with yellowish inclusions and vague contours; 6 — intradermal tumor location. Hematoxylin and eosin staining, x3;
6 — the tumor is composed of areas of epithelioid-like cells and spindle cells with polymorphic nuclei, high mitotic activity, and thin-walled capillaries.

Hematoxylin and eosin staining, % 100

MOCTIYYeBYIO (PaAVOVHIYIIMPOBAHHYIO) aHTUOCAPKOMY
u cunapom Crioapra—TpuBca.

IMocriyueBas anrmocapkoma (MOCTIy4eBas TeMAHTHO-
capkoma, mocuiyyeBas JumM¢paHrnocaproMa) — aHTMocap-
KOMa, pa3BUBIIIASICSI B MOJIOYHOM XKeJie3e BCIEACTBUE JIy-
YeBOW Tepanmuu MO MOBOAY MPEAIIECTBYIOIIETO pakKa
MOJIOUHOU kene3bl yepe3 10 jet m Gosee, xapakTepHa
JUTSI TTALIMEHTOB MOXUJIOTO Bo3pacTa (59—69 ner) [8].

B ocHoOBe maroreHesa JIeXXUT KaHIIEPOTEHHOE NeHCT-
BUE PAIMAIMOHHOTO OOJIyYeHUs Ha KJIETOYHBIN TEHOM
TUPO3UHKUHA3BI, YUACTBYIOIIEH B PETYJISIIIUN COCYIUCTO-
ro pocTa. 3a cYeT HapylieHus basiaHca MeXIy TTpo- U aH-
TUOHKOTEHHBIMU (paKTOpaMu MPOMCXOAUT HEKOHTPOJIU-
PYEMBIil pOCT aHOMAJIBHBIX COCYNOB [14].

KnuHudecku nposBisieTcss 00pa3oBaHUEM Ha KOXe
MOJIOYHOM 3KeJIe3bl 9PUTEMATO3HBIX TISITEH, OJSIIeK, ma-
TIyJI WM Y3€JIKOB B 00JIACTU MOCIEONEPALIMOHHOTO pyoLa
WY B 00JIaCTY TIpEeaIIeCTBYIONIETO 00mydeHus [3].

MakpocKOMYecKr MOXET HATOMUHATh TEMaHTHIOMY,
a TaKXe OBITh MPENCTaB/IeHa B BUIE OECCTPYKTYPHBIX Macc
C KPOBOUBIUSIHUSIMU Y HEKPO3aMHU B LIEHTPAIBHON YaCTH.

OryXoJb JTOKaJIU3yeTCsT B KOXE WIN TTOAKOXHO-KM -
POBOI1 KJIeTYaTKe, MOXET pacrojaraThcst Kak nuddysHo,
TaK ¥ MyJbTA(OKATBHO, C PA3TUIHOMN CTeTIeHbIO MHGMWITh-
Tpaiuu B MoJIexalue Tkanu. Yacto nMmeeT rereporeHHoe
CTPOEHME C yJaCTKaMM C PA3JINYHOI cTerneHbio nudde-
peHuMpoBkH [3].

BricokonnddepeHurpoBaHHast MOCTIy4eBast aHTUO-
CapKOMa COCTOUT U3 TOHKOCTEHHBIX CIIMBAIOIINXCS COCY-
JIOB HETMPaBUIbHOUN (POPMBI, BHICTIIAHHBIX OBaJbHBIMU
9HIOTEINATTBHBIMU KJIETKAMU C TUTIEPXPOMHBIM WJIU Be-
3UKYJISIPHBIM SIIPOM U MEJIKUMMU SIIPBIIIIKAMU.

YmepeHnHo nuddbepeHIMPOBaHHBIE OITyXOJIN XapaKTe-
PUBYIOTCSI MAMWLISIPHBIM POCTOM 9HIOTEJIUATBHBIX KJTe-
TOK C YMEPEHHOW MUTOTUYECKON aKTUBHOCTBIO.

HuskoguddepeHimpoBaHHbIE OMTyX0IU TIPEUMYIIIE-
CTBEHHO COJIMIHOTO CTPOEHUS, COCTOST U3 TLIACTOB
SMUTETVOUTHBIX WX ITyYKOB BEPETEHOBUIHBIX KIETOK,
C BBICOKOW MUTOTUYECKOW aKTUBHOCTBHIO, HATUYUEM
HEeKpo3a 1 KpoBousnusiuuii. Pexxe moryt choopmMupoBathb-
Cs1 TOBYATHIE CTPYKTYPHI M3 aTUTTMYHBIX HIO0TETNAIb-
HBIX KJIETOK, BHEIITHE HATTOMWHAIOI[ME TeMaHTUOMY, HO
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Puc. 7. Mukxpockonuueckoe uccaedosanue. I[layuenmxa 77 sem. Aneuocapkoma gHympenHeil NOGepXHOCMU cpedreil mpemu npagoeo naeua: a — onyxonb
¢ nogepxHocmHubim usssizgnenuem. OKpacka 2emamoKcuauHOM U 203UHOM, % 1; 6 — coaudHble noas ¢ 60NbUWUM KOAUYECME0M KANUAAAPO8 CUHYCOUOANbHOO
muna, ¢ 00WUpHLIMU YHacmKamu kposousauanuil. OKpacka eeMamokcuauHom u 303unom, x 100; 6 — onyxonegoie Kaemku 6epemeH000pazHoll, NOAULOHANL-
HOU u okpyenoil hopmut. OKpacka eemamokculsuHom u 303urom, <400

Fig. 7. Microscopic examination. A 77-year-old female patient. Angiosarcoma of the inner surface of the middle third of the right shoulder: a — tumor with
superficial ulceration. Hematoxylin and eosin staining, x 1; 6 — solid fields with many sinusoidal capillaries and extensive areas of hemorrhage. Hematoxylin
and eosin staining, * 100; ¢ — spindle-like, polygonal, and round cells. Hematoxylin and eosin staining, <400

Puc. 8. Hmmynoeucmoxumuueckuii npoghunv onyxoau. Ilayuenmia 77 aem. Aneuocapkoma eHympenHell NOBePXHOCMU CpeoHeli mpemu npagoeo naeud:
a — noaoxcumenvias peaiyus Ha CD3 1 6 onyxoneguvix knemiax; 6 — gvipadcentas nosoxcumenvras peakyus ¢ CD34; 6 — nosoxcumenvhas peaxyus na FLI1;
2 — ompuyamenvHas peakyus onyxonegvix kaemok k AE1/AE3 (panCK) npu adexeammnom enympennem KonHmpoae

Fig. 8. Immunohistochemical profile of the tumor. A 77-year-old female patient. Angiosarcoma of the inner surface of the middle third of the right shoulder: a —
CD31 expression in tumor cells; 6 — pronounced CD34 expression; ¢ — FLI1 expression; e — no AE1/AE3 (panCK) expression along with adequate internal control

41
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CpaeHume/lea;z Xapakmepucmuka aHeuocapkom MONOHHOU Jicene3vl

Comparison of breast angiosarcomas

IToka3arean ITepBuyHas anruocapkoma

Kenmuasr 35—40 et
Women aged 35—40 years

DNUAEMUOIOTHS
Epidemiology

OTHoS0TUs Crniopagnyeckoe NmosiBJIeHUe
Etiology Sporadic disease
Hesicen. BoamoxkHa cBsI3b
C MyTaleli TEHOB
ITaTorenes BRCAI, BRCA2, TP53

Unknown. Can be associated
with BRCAI, BRCA2, and TP53 gene
mutations

Pathogenesis

ITocTayueBas anrnocapkoma

XKenmmuer 65—70 et
Women aged 65—70 years

Bo3zaeiicTBue panralimioHHOTO

Effect of radiation

KanueporeHHoe aeiicTBue
pagualnMoOHHOTIO 06J'Iy‘I€HI/I51
Ha KJIETOYHbI1 TEHOM
TUPO3UHKUHA3BI
Carcinogenic effect of radiation
on the tyrosine kinase genes

Cnyyad us npakmuku

Cunnpom Crioapra—Tpusca

Kenmmner 65—70 et
Women aged 65—70 years

JInumdocras Ha poHe TMMboIUCCeKITUN
I10CJIE MaCTOKTOMUN
Lymphostasis due to lymph node dissection
after mastectomy

00JIyyeHU s

Hesicen. AktuBaiys ¢pakTopoB pocTa
OHOOTEINSA Ha (I)OHG XPOHHNYECKOTO
JuMdOocTa3a B COUETAHUM C JTOKATbHOU
UMMYyHoOcynpeccueit. Myraiysi reHOB
penapaunu BRCAI v BRCA2
Unknown. Activation of endothelial growth
factors along with chronic lymphostasis
in combination with local
immunosuppression. BRCAI and BRCAZ2 gene
mutations

Koxka 1 TKaHb MOJIOYHOM XKeJte-

Jlokanuzaius BHyTpu MoouHO# Xee3bl 3blI, TTOCJIE0IEePALlMOHHBIN pyoelt Koxa BepxHeit KOHEYHOCTH
Location Inside the breast Skin and breast tissue, postoperative Upper limb skin
scar

[MosiBneHMEe 3pUTPEeMaTO3HbBIX

MSITeH, OJISIIIEeK, MmamyJ B 00- INosiBneHWE MATEH HAa KOXE KOHEUHOCTHU
Knnnnueckue CkynHble. OTE€YHOCTh, aCUMME-  JIACTH MOCJIEONEPALIMOHHOIO C JaJIbHEUIITMM 00pa30BaHUEM SI3BBI.
TIPOSIBIICHUS TpUsl, yBeIuYeHne oobema pyb1ia. MoxeT HalmoMUHAaTh MoxeT UMUTHUPOBATh FEMAaTOMY
Clinical Mild. Edema, asymmetry, increased reMaHTUOMY Spots on the skin of the limb with further
manifestations volume Erythematous spots, plaques, papules development of ulcers. Might resemble

in the postoperative scar area. Might hematoma
resemble hemangioma
Egg’gfg}gﬁﬁxo' Ot 1 10 20 cm Ot 1 10 20 c™m Bbonee 10 cm
Between 1 and 20 cm Between 1 and 20 cm >10 cm

Tumor size

+ CD31, ERG, CD34, FLII,

D2-40;
&%ﬁ{’{gggﬁgo' + KIT, CD30, cunanrodusuH,
e — XPOMOTPaHUH
p . + CD31, ERG, CD34, FLII1,
Immunohisto- D2—40:

GlsuEl il + KIT, CD30, synaptophysin,

chromogranin

Heb6naronpustaeiit. CpenHsis
00111251 BBLKMBAEMOCTh —
Io 72 mec
Dismal. Mean overall survival:
up to 72 months

IIporuos
Prognosis

¢ WHPUIBTPATUBHBIM XapaKTepoM pocTa. Takke cocTaB
OITYXOJIM BHEIITHE MOKET HAITOMUHATh IOPaXKeHUS TIPU pa-
IWAIIMOHHOM JepMaThuTe. B TakoM cirydae BCTpedaroTCs
paccesTHHBIE KJIETKH C TUTIEPXPOMHBIMU SIApaMu, Ha (hoHe
OOIIMPHBIX KPOBOM3IUSHUI W HEKPO30B, a TAKXKE aHO-
MaJIBHBIX COCYZIOB, BRICTJIAHHBIX aTUITMYHBIMY SHIOTEIH -
aJIbHBIMU KJIETKAMM.

Kpureprn 1marHoCTUKHA:

* B aHaMHe3¢ MallMeHTa TaHHBIC O IIPOBEICHHOM JTyJe-
BOI Tepalmu; OITyXOJb (hOpMHUpPYeTCsI B 00JacTH,
MMOABEPITIIEIiCS paTualliOHHOMY BO3ICHCTBHIO;

+ CD31, ERG, MYC;
+ CD34, FL1, D2—40,
keratin, EMA

Heo6naronpustHeiii. CpenHsis
00111251 BBIXKMBA€MOCTh —
ot 12 1o 72 mec
Dismal.

12 to 72 months

+ CD31, ERG, MYC;
+ CD34, FL1, D2—40, kepaTuH,

+ CD31, CD34, D2—40, ERG, MYC;

EMA — EMA, uutokepatuH

+ CD31, CD34, D2—40, ERG, MYC;
— EMA, cytokeratin

Heo6naronpusitabiit. CpenHsist oo1mas
BBIXXKUBaeMOCTb — OT 19 o 34 mec
Dismal. Mean overall survival:

Mean overall survival: 19 to 34 months

* IIPEeMMYIIECTBEHHBII POCT aHTMOCAPKOMEI B IepMe
¥ TIOAKOXHOM KJIETYaTKE, C pSAKIM BOBIICUCHHIEM I1a-
PEHXUMBI MOJIOYHOM KeJIC3HI;

* MHGWIBTPATUBHBIN TAII pOCTa B XKUPOBOI 1 (prOpP03-
HOW TKaHW MOJIOYHOM X€EJIe3bl;

* (hOpMHUPOBAHNE COCYIUCTHIX CTPYKTYP C (pOKAIBHOM
KJIETOYHOU aTUITUEN.

B mocTirydeBoii aHTOCapKOME OTMEUYaeTCsT BEICOKAS
akcrpeccust MapkepoB CD31 1 ERG B couetanum ¢ pas-
JIMYHBIMY BapuaHTaMu skcnipeccun CD34, FL1, D2—40.
Bo3moxna dokanpHas skcrpeccust AE1/AE3 u EMA,
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0COOCHHO B SIMUTEINONOI00HOM THUITE TTOCTIYIYEBOM aH-
ruocapkombl. OTMedaeTcs CTOMKas sTaepHast IKCIIPECCHST
MYC B cBs13u ¢ ammmndukanueit rena MYC [3].

[TporHo3 BTOPUYHBIX aHTHOCAPKOM MOJIOUHOM XKee-
36l 00JIce HEOJIArOMPUSATHBINA, YeM IPOTHO3 ITEPBUIHBIX
a"rrocapkoM. CpemgHsst 00I11ast BBLKMBAEMOCTh COCTABIISI-
er ot 12 mo 72 mec (B cpemHeM 43 Mec), a cpemHsIst 0e3pe-
LMIMBHASI BBLKMBAEMOCTh — OT 6 10 54 Mec (B cpemHeM
18 mec) [15].

Cunapom Crioapra—Tpusca — BropryHas 1uMdoaH-
ruocapkoma, pa3Bubiiasics coyctst 5—11 et Ha ¢poHe Xpo-
HUYECKOro JTMM(OCTa3a BepxHeit KOHEYHOCTH ITOCIe TIPO-
BeICHHON JTMMGOIUCCEKIINM IIPH MACTIKTOMUM YacTO
B COYETAHWH C JIydeBoii Teparnueii [16]. Bniepsoie cuHapomM
6611 onucaH CrioapToM 1 TpuBcom B 1948 1. Kak cepus
u3 6 ciaydyaeB 00pa30BaHUSI AaHIMOCAPKOMbBI BEPXHUX KO-
HegHoCTel Ha (hoHe MMpocTasa.

Yacrora Bctpeyaemoctr cocrasisier oT 0,07 10 0,45 %
cpenu MAlMeHTOB, BBDKUBIINX CITYCTS 5 JICT TOCIIC PaIy-
KaJIbHOM MacCT3KTOMUM, B OCHOBHOM Y >KEHIIIMH B BO3pa-
cre 65—70 ster [17]. OnHako OnMcaHbl CIydau Pa3BUTHS
cuanpoMa Crroapta—TpuBca 1 y MyKUMH, Y KOTOPBIX TTPH-
YMHAMH XPOHUYECKOTO JUM(pOocTasa SBISJINCH TpaBMa
JuMpaTnaeckux cocynon [18], oxupenue [19], cuHapom
Kimmnnens—Tpenone—Beb6epa [20].

Bormpoc o npumumHax pa3BuTHS TUMGAHTTOCAPKOMBI
Ha ¢oHe TmM@OocTa3a ocTaeTCs OTKPHITEIM. [Ipenmonara-
eTcs, 94TO B 00J1aCTH TMMDOCTa3a IMPOUCXOINT aKTHBALIHS
¢akTopoB pocta s3HHOTENNS. JIOKaIbHAs UMMYHOCYIIPEC-
CHsI TaKKe UTPaeT KITI0YEBYIO poJib B oHKoreHe3e [21]. J1o-
TTOJTHUTEIFHO Pa3BUTHUIO TMM(OAHTHOCAPKOMEBI CITOCOOCT-
ByeT MyTanus reHoB peniapaun BRCAI v BRCA2 [22].

Kmmamaecku cuanpom Crioapra—TprBca IIposiBiIsIeT-
Csl KpaCHO-CHHIOIITHBIMHY IISITHAMH C YIUIOTHEHHUEM IIO TIe-
pudeprn, KOTOpHIe B JAIBHEHIIIEM ITEPEXOISIT B OJISIIKH,
COCTOSIIIINE U3 CIMBAIOIINXCS ATyl ¢ HEKPOTHUECKUMU

1. May D.S., Stroup N.E. The incidence

4. Fineberg S., Rosen P.P. Cutaneous
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yyacTkaMu. MITHOTIa MOXET MMUTHPOBATh HepaccachiBa-
fomrytocs rematomy [23]. ITo Mepe pocTa oImyxonm Koxa
HMCTOHYAETCS M MOTYT 00pa30BhIBAThCS SI3BEHHEIE Ne(eK-
THI C TTOCJICAYIOIINM IIPUCOeAMHEeHEeM NH(peKInu [24].

[cronorndeckas KapTHA COOTBETCTBYET COCYIUCTOM
OITyX0JI1 ¢ TUDDY3HBIM CYOIMMIePMATEHBIM XapaKTepoOM
POCTa, COCTOSIIEH 13 TOJTUMOP(HBIX KIIETOK C BBHIPAKEH-
HOU sIIepHOI aTUIHMEN M BBICOKOM MpoirdepaTUBHOMN
aKTUBHOCTBIO [25]. MoryT BcTpedaThest PUOpOMUKCONI-
Has cTpoMa 1 (POKychl Hekpo3sa [19].

JInmpanrnocapkoma npu cuHapome CrioapTa—
Tpusca skcrnipeccupyer CD31, CD34, D2—40, ERG 1 mo-
KeT OBITh OTpMIIATENIbHA K SIHUTEIMAIBHBIM MapKepaMm
(EMA, AE1/AE3), 9T0 MOXHO HMCITOJIb30BaTh B mudde-
PEHIIMATBbHOM AuarHocTrke. Kak v mist mocTirydeBoi aH-
TUOCAPKOMBI, IUISI Hee XapaKTepHA BBICOKAST SKCITPECCHS
MYC [23, 25].

[IporHo3 HebMaronpusITeH, Kak M IS IIOCTIYIEBOM
AHTUOCAPKOMBI MOJIOYHOM Xeyie3bl. OO0IIas BBEIKUBa-
€MOCTB COCTaBJISIET OT 19 1o 34 Mec, B OCHOBHOM MAITMCHTBI
YMHUPAIOT OT METACTaTUIECCKOTO PACIIPOCTPAHECHUS CITYCTSI
2 roga [18]. Haubonee yacTo MeTacTasupyeTr B JerKue,
IPYIHYIO KJIETKY, Ie4eHb, KOCTH, MATKKE TKaHu [27, 27].

JduddepeHunaabHast AMarHOCTUKA aHTMOCAPKOM MO-
JIOYHOM XKeJIe3bl IPUBeIcHAa B TaOJIHIIE.
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MepBuUYHbIE CAPKOMBI MONOYHOIA Xene3bl (3a UCKIOYEHNeM 310Ka4eCTBEHHbIX QUANOUAHBIX (IMCTOBUAHDBIX) ONyXxoneit)
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Primary breast angiosarcoma: diagnostic challenges
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Primary breast sarcomas (except malignant phylloid tumors) are exceedingly rare tumors that account for less than
0.1 % of all malignant breast tumors. Approximately 25 % of all primary breast sarcomas are angiosarcomas. In this
article, we report two cases of primary angiosarcoma and discuss challenges of its differential diagnosis.
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[NepBuaHBIEe CApPKOMBI MOJIOYHOI XXeJIe3Hl (33 MCKITIO-
YeHHEeM 3JI0KaYeCTBEHHBIX (UJIJIOMIHBIX OITYXOJIEi)
BCTpeyaloTcst peako, coctabisist MmeHee 0,1 % Bcex 3710Ka-
YeCTBEHHBIX HOBOOOpA30BaHUI MOJIOUHOH XKene3bl [1].
B HecKOMBKMX KPYITHBIX CEpUSIX UCCICIOBAHNMA TTIEPBUY-
HBIX CApKOM MOJIOYHOM 3KeJae3hl MMEHHO aHTMOCapKoMa
M TaK Ha3pIBaecMasl 3JI0KadeCTBeHHasl (mOpO3Has THC-
THOLIMTOMA SIBJISTFOTCSI OMHUMM U3 CAMBIX PACIIPOCTPaHCH-
HBIX [1—4].

[NepBuuHas aHTHOCAPKOMA MOJIOYHOI JKeJIe3bI — 3710~
KauyeCTBEHHOE COCYAMCTOEe HOBOOOpa30BaHME, BO3HU-

Kafolee B MapeHXUMe MOJIOYHOM XKeJle3bl C He3HAUNTEITb-
HBIM PacIIpOCTpaHEeHNEM Ha BBIIIEC/ICKAIITYIO KOXY WU 0e3
HETo — SIBJISIETCS] OYeHb peIKMM HOBOOOpa3oBaHMEM [2,
5]. P.P. Rosen u coaBT. Ipy MHOTO(AaKTOPHOM aHaJIN3e
YCTaHOBJICHO, YTO aHTHOCApPKOMa SIBIISICTCS €IMHCTBEH-
HBIM THCTOJIOTMIECKUM TUTIOM (0e3 yJeTa CTeIleH! aud-
(bepeHIITMPOBKIM), KOTOPBIM MMEET XYIIIHUI ITPOTrHO3 I10
CpPaBHEHMUIO C APYITMMU IIePBUYHBIMU capKoMamu [6].

B uccrenoBaHmsIX, TOCBSIIIEHHBIX M3YIEHUIO ITPOTHO-
3a aHTHUOCAPKOM MOJIOYHOM KeJIe3bl, TPUIaBaIA OOJIBIIIOE
3HAYCHME TUCTOJIOTUYECKOM cTerreHn nuddepeHIIMpOBKI
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HoBooOpazoBaHus [6—8]. P.P. Rosen u coasr. [6] onrcanm
ONMHAKOBYIO BEPOSITHOCTh BBIKMBAHUS IS TIALIMEHTOK
C aHTMOCapKoMoW 000t creneHu AuddepeHunpoBKn
(G1, G2 unu G3) yepe3 1 ron mocyie AMArHOCTUKYU 3200~
JIeBaHUSI M TOPa3[Io XyAIIWi MporHo3 uepe3 S u 10 mer
JUTs1 HU3Koau(pdepeHLIMPOBaHHOM aHIMOCAPKOMBI [6, 7].
AHa10TMYHBIM 00pa30M ObLiIa OlLieHEHA U Oe3peauBHAas
BBIXXKMBAEMOCTh, KOTOPasi OKa3ajlaCh 3HAUUTEIbHO HIKE
y MMALUEHTOB C aHTMOCAPKOMOM BBICOKOM CTEINEHU 3JI0Ka-
yecTBeHHOCTH (Hu3KoauddepeHuupoBaHHoit) [6, 7].
OTOT pe3yabTaT OB MOATBEPXKIEH U B UCCIEIOBAHUN
M.J. Merino u coasr. [§].

HaunbGonee kpynHoe uccienoBaH1e MEPBUYHbBIX aHTUO-
capkoM (48 cyuaeB) npencraBuiu A.F. Nascimento u co-
aBT. [9]. CpegHuil BO3pacT MalMeHTOK C MEPBUYHOM aH-
TMOCAapKOMON Ha MOMEHT NMMAarHOCTUKU B WX BBIOOpKE
cocTaBmi 41 Toxm (4TO 3HAYNTETHPHO MEHBIIIE, YeM IIPH BTO-
PUYHOI aHTMOCAPKOME) Y COOTBETCTBOBAJN Pe3yIbTaTam
MPEABIIYIINX UCCIeNOBAHU, OMyOJTMKOBAHHBIX B JINTE-
patype [6—8]. Yalle Bcero ormyxosib peacTaBisiia coboii
6e300J1e3BHEHHOE 00bEMHOE HOBOOOPA30BaHUE Pa3MEPOM
>5 cM (B cpeaHeM 6,67 ¢cM B HauOOJIbIIeM U3MEPEHUN)
[6—8]. YacToTa MECTHBIX peLMAMBOB ObLIa YMEPEHHOIA,
HO 4acTOTa OTJAJIEHHBIX METACTAa30B — BBICOKOM: TpUMeEp-
HO y 60 % malMeHTOK pa3BWJMCh MeTacTa3bl. YpPOBEHb
KaHILepcIenprIecKoil BbLKMBaeMOCTH cocTaBl 44 %,
YTO COMOCTABUMO C TMOKA3aTeIsIMU MPU aHTHOCapKOMaXx
JIPYTUX JIOKAIM3alMi 32 aHAJTOTMYHbIN Neproj HabIo/e-
Hust [9]. B ommnune ot apyrux uccienosanuii, A. F. Nasci-
mento M COaBT. yKa3aJiv Ha OTCYTCTBUE KOPPESIINU MEX-
Iy cTeTieHblo TuddepeHIMPOBKY OMYyXOJN U TTPOTHO30M
3a00J1€BaHUS.

IMpencraBnasem 2 KIWHUYECKUX CIyvasl MEPBUIHOU
AHTUOCAPKOMBI.

KJIIMHUYECKHWH CITYYAHU 1

Ilayuenmra, 53 aem. B 2014 2. evisi61eH0 HO8006pa30-
eanue 6 npasoil mMoaouHol Jceseze. Yepes 200 evinoanena
CEKMOPAAbHAS Pe3eKyUsl N0 MECIY JCUMeAbCemed, npu euc-
monoeuteckom uccaedoganuuy ouazHocmupogara gubpoade-
Homa. FEwe uepe3 200 Ovin 6bisénen MecmHblll peyuous,
NpU 2UCMOA0UMECKOM UCCAC008AHUU KOMOPO2O OUASHOCMU-
posana aneuocapkoma. B mae 2017 2. gvisenero npoepeccupo-
8aHUe 3a001e8aHUS C MEMACAMUYECKUM NOPANCEHUEM 000UX
aeexux, 1 pebpa cresa. Ilposedenvi mopakomomus cnpasa,
pesekyus cpedueii doau. Tlayuenmia noayyusa 6 yuxioe
NOAUXUMUOMEPANUYU O CXeMe eMyumabdur + doyemarcen
¢ 29.12.2017 no 17.05.2018. Ilo dannoim KomnsiomepHoii
momoepaghuu opearos epydroti kaemxu om 18.10.2018 6bi-
ABACHA OMPUUATNENbHAS OUHAMUKA.

Ha nepecmomp Oviau npedcmagenvt MUKPOnpenapamoi
¢ mamepuanom onepauuii 2016 u 2018 e., npenapamot ¢ ma-
mepuanom I-ii onepauuu npedcmasnenst He Obiau. Onyxo-
AU MOAOYHOU dCeae3bl U Ne2K020 AHAN0SUYHO20 CIPOeHUS,
NPeUMYUeCMBEHHO ePEMEHOKAEMOUH020, U3 KAEMOK C HO-
AUMOPPHBIMU GLIMAHYMbIMU A0PAMU, MEAKOOUCHEPCHbIM

Cryyati us npakmuku

XPOMAMUHOM, CKYOHOU YUMONAA3MOU, Onpedeisiemcs 3Ha-
uumenvHoe Koauuecmeo mumosos (puc. 1, 2). Knemxu 06-
DPA3VIOM MANCU CO ULeNCEUOHBIMU MENCKACTHOUHIMU NPO-
cmpancmeamu. Bempeuaromes 3oubt Hekposa. Pesyismam
UMMYHOUCOXUMUYECK020 UCCACO08AHUS. ONYX01€e8ble KAem -
Ku noaoxcumensvuol no CD34, ERG, CD31, FLII (puc. 3—5)
u ompuyamensvhsl ¢ nanyumokxepamurnom (PanCK); Ki-67 —
30 % (puc. 6).

Puc. 1. Onyxonesvie knemiu. Okpauiueanue eeMamoKcutuHom u 303uHom, x 100

Fig. 1. Tumor cells. Hematoxylin and eosin staining, x 100

Puc. 2. Onyxonesvie knemicu. Okpauiueanue 2eMamoKcutuHom u 303urom, <200

Fig. 2. Tumor cells. Hematoxylin and eosin staining, x200

Puc. 3. Dxcnpeccus CD31
Fig. 3. CD31 expression
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6 npoexyuu pyoya 6e360ae3HenHbLil y3en pazmepom 0o 5,0 cm,
€ HeuemKUMU HePOBHbIMU KOHMYPAMU, C8A3AHHbLI C OKPY-
acarowumu mxauamu. Beinoanena ouoncus. Ilpu cpaguenuu
Mamepuana sKcyu3uoHHol 6uoncuu (puc. 7, 8) ¢ mamepu-
anom buoncuu peyudusHoii onyxoau (puc. 9, 10) evisereno
ux mopghonoeureckoe cxo0cmeo: ONYxXoau cOCMosm U3 IH00-
meauono0obHbIX KAemokK, 00pazyouux anacmomo3upyouue
CMPYKMYpbl, HANOMUHAIOWUE DA3HOKAAUuOepHble coCyobl,

Puc. 4. Dxcnpeccus ERG
Fig. 4. ERG expression

Puc. 7. [lepsuunas onyxons. Okpawugatue eemamokcusuHom u 303utom, x 100

Fig. 7. Primary tumor. Hematoxylin and eosin staining, * 100

Puc. 5. Dxcnpeccus FLI1
Fig. 5. FLI1 expression
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Puc. 8. [lepsuunas onyxons. Okpawugatue eemMamokcusuHom u 303utom, x200

Fig. 8. Primary tumor. Hematoxylin and eosin staining, *200

Puc. 6. Yposens npoaugepamuenoii akmuenocmu Ki-67

Fig. 6. Ki-67 proliferation index

C yuemom npoepeccupoganus 3a601e6aHUsI PeKOMEHOO0-
8aHa 2-5 AUHUA XUMUOMeEPAnuU, danvHeiluiee aeueHue no me-
cmy Jcumenscmea.

KJIIMHUYECKUH CITYYAU 2

Ilayuenmra, 59 aem, obpamusace no nogody Ho800Opa-
306aHUs NPABOU MOA0HHOU JHcene3bl. B ageycme 2011 2. 6bi-  Pyc, 9. Peyudus onyxoau & mosounoii ceaese. Okpauiusantie 2emamoxci-
NOAHEeHAa IKCYUBUOHHAS OUONCUsL, OUASHOCMUPOBAHA NACO-  auHoM u 303uHoM, * 200
mopguas aunoma. Yepes 200 3anodospen peyudus 6 pybuye:  Fig. 9. Recurrent breast tumor. Hematoxylin and eosin staining, * 200
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Puc. 10. Memacmas onyxoau é pebpe. Okpawiusanue eeMamoKcuiuHOM
u 203unom, x 100

Fig. 10. Rib metastasis. Hematoxylin and eosin staining, x 100

Puc. 13. Dxcnpeccus CD31 6 peyudusnoii onyxoau
Fig. 13. CD31 expression in the recurrent tumor

Puc. 11. Sxcnpeccus CD31 6 nepguunoii onyxonu

Fig. 11. CD31 expression in the primary tumor
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Puc. 12. Bxcnpeccus FLII 6 nepsuunoii onyxoau

Fig. 12. FLI1 expression in the primary tumor

€ MHO20HUCACHHbIMU MUMO3AMU, 30HAMU HEKPO3d, (POKAAbHO
B8CMPEUAIOMCSL CONUOHDBLE YHACMKU NPEUMYUIECIMGEEHHO 8epe-
meHoKkAemoyHoeo cmpoenus. Tlepeuunas onyxoas u peyudug
umerom 00UHAKOBbLI UMMYHOMEHOMUN: IKCRPeCCUpyrom
CD34, CD31, FLI1, sumenmun (puc. 11—14). B peuuouenoii
ONYX0AU OMMEHACMCS B03POCULUTL NOAUMOPPUIM ONYX01EEbIX
KAeMOK, yeeauueHue Koau4ecmea Mumo306 U 00sema HeKpo-
3a, yseauuenue npoaugepamueroii akmuernocmu (Ki-6730 %

Puc. 14. Dxcnpeccus FLI1 6 peyudusroii onyxonu

Fig. 14. FLI1 expression in the recurrent tumor

Puc. 15. Vposenv Ki-67 6 nepeuunoii onyxoau

Fig. 15. Ki-67 index in the primary tumor

6 nepsuunom 6uonmame u 70 % 6 mamepuane ouoncuu pe-
yuduea) (puc. 15, 16).

Yepes 3 200a om nauana 3aboaeéanus Ha yposte V pebpa
cnpaea om napacmepHanbHol 00 nepedHel NOOMbIUIeHHOL
AUHUU bI6AEHO NOOKOJCHO PACHOAARAIOWeecs NAOMHOINACTIU-
Yeckoe cmeuyaemoe Manoboae3HeHHoe HOB00OPA308aHUe pa3me-
pom 3 % 2 cm. Tpu yumonoeuueckom uccaedosanuu 0oHapyxce-
Hbl KOMIACKCHL 310KAHECEEHHbIX ONYX01e6bIX KAENOK.
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Puc. 16. Vposens Ki-67 6 peyudusroii onyxoau

Fig. 16. Ki-67 index in the recurrent tumor

3a mecsay onyxons pe3Ko yeeauuuaacs 6 pamepax, no-
ABUAUCH OONe3HeHHOCMb, 601b NpU Kauiae U 21yo0Kom 0bixa-
Huu. Boinoanerno yoanrenue peyudusa aHeuocapkomot npagoil
MOA0UHOIL Jicene3bl ¢ peseKyueil meaa epyourst, IV u V pebep
¢ obeux cmopon. Yepes 3 mec eviseaer npasocmMopoHHULL IKC-
cyoamuseHulil naegpum. B obaacmu pybya na nepedueii epyo-
HOUl cmeHKe 8bls6AeHa NOOKOXNCHASL ONYX0Ab UAPOBUOHOI
gopmbr duamempom 0o 10 mm, MaeK0I1ACMUHECKOL NAOM -
Hocmu, b6e3bone3nennasn. Koxca nao onyxoavro 6azpogoeo
ueema.

B céa3u ¢ npasocmopoHHUM Naespumom GbinoaHeHbl
NYHKUUs U OpeHuposanue npasoil naeepanbHol noAOCHU.
Ilpu penmeenoepaghuueckom uccaedosanuu 0peanos epyoHoil
KAemKU: NAe8PANbHAS NOAOCMb GbINOAHEHA ONYX0AbI0, Nepil-
Kapoum. JlanvHeliuyio CUMRMOMAMU4ecKyro U npomugo0o-
ANe8YI0 mepanuro NAYUeHMKAa NPoXooUuaa no Mecmy Jcumens-
cmea.

Mopdorornaeckast TMarHOCTHKA ITEPBUIHOI aHTHO-
CapKOMBI MOJIOYHOM KeJIe3bI MOXKET OBITh 3aTPYIHUTETb-
Ha. Bo-TIepBBIX, 3TO CBA3aHO ¢ PEIKOCTBIO 3a00JIeBAaHUS
¥ OTCYTCTBHEM HACTOPOXXEHHOCTI MOP(POIIOTOB, BO-BTOPHIX,
OITyXOJIb MOXET MUMHUKPHPOBATh IO IPYIHe HOBOOOpa-
30BaHMs, KaK TOOPOKAaYeCTBEeHHBIC, TaK M 3JI0KAYECTBEH-
Hble. Tak, B 000MX MPUBEACHHBIX HAMU CITy4asiX OITyXOJb
He ObUTa TMAarHOCTHMPOBAHA MPH MCCIICIOBAHUN TIEPBUY-
HOTO MaTepuaa: B 1-M cirydae aHTrmocapKoma ITpoIiia oI
MacKoi ¢prdpoamseHOMEI, BO 2-M — JIMTIOMEL.

JnddepeHIINaTbHBIN TUarHO3 TIEPBUIHOI aHTHOCAp-
KOMBI MOJIOYHOI 3XeJIe3bl 3aBUCUT OT CTeTieH! T depeH-
IUpoBKU omyxos [10] ¥ BKIIIOYAeT IMMPOKHIA CITEKTP
OOPOKAYECTBEHHBIX ITPOIIECCOB, TAKMX KaK TeMaHTHOMa,
aHTHOJIUIIOMA U TICEBIOAHTMOMATO3HAsI CTPOMAaJIbHAS TH-
neprutasust (PASH), a Takxke MHBa3MBHBIN paK BBICOKOU
CTeTIeH! 3JI0Ka9eCTBEHHOCTH, METAIIaCTUIECKUI pakK,
TUTOCKOKJIETOYHBII paK ¢ 09aroBoit wim quddy3HoI riceB-
IIOBACKYJISIDHOM AeTeHepareil (Tak Ha3bIBaeMbIil aKaH-
TOJUTUYCCKHUI BapMaHT) M MeTacTa3 OITyXOJIeH IPYTUX
JIOKAJIM3alNi B TapEHXUMY MOJIOYHOM KeJIe3bl.

Jo6pokayecTBeHHbIE COCYAUCTHIE OMYXOIU (Hampu-
Mep, TeMaHTMOMBI) OOBITHO IIPEACTABIISTIOT CO00iT YETKO
oYepueHHBIE HOBOOOPA30BaHUSI, COCTOSIINE M3 XOPOIIIO
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copMUPOBAHHBIX COCYAMCTBIX KaHAJIOB, Y KOTOPBIX OT-
CYTCTBYET MHBA3UBHBIN XapaKTep pOCTa B XKMPOBYIO TKaHb
TN MEXITY IIPOTOKOBO-OJIBKOBBIMU CTpyKTypamu. MHorma
TeMaHTMOMBI MOTYT ITOIBEPTaThCs TPOMOO3Y M TIpHIoOpe-
TaTh XapaKTepHBIC N3MEHEHUSI TP OKpacKe 1o MaccoHy.
XOTS B 3TUX CIyJasiX MOXKET HAaOMIOIAThCS HEKOTOPast CTe-
TIeHb SIACPHON aTUIINK, HO H MHOTOCJIOMHOCTH SHIOTE-
JINS, HY SIIEPHOM THIIepXpoMa3uu HeT. B ciydasx TpoMm-
603a MOTYT HAOTIOAATHCSI MUTO3BI Y OTJIOXKEHUS (PUOpHUHA.
7151 reMaHTHOM XapaKTepHBI 00jice HU3KWI MHACKC ITIPO-
mdepauuu Ki-67 u orcyrcrBue skcnpeccun Skp2, S.J. Shin
M COABT. CYMTAIOT, UYTO 3TO IIOMOTAET OTIIMINTH TeMAHTOMBI
OT aHruocapkom [11], xoTst apyrue mccienoBaTean He BOC-
MPOU3BENN UX pe3yabTaT [12]. UMMyHOTUCTOXUMUYECKHE
HCCIEIOBAaHUS C IPYTUMU MapKepaMH OeCCMBICICHHBI,
ITOCKOJIBKY 3T HOBOOOpAa30BaHMUsI, KaK M aHTOCAPKOMEI,
OymyT IeMOHCTPUPOBATh SKCIIPECCHIO SHIOTEIUATBHBIX
MapkepoB, Takux Kak CD31, CD34 u D2—40.

AHTHOJIMITIOMA MOXET BO3HUKATh B ITOIKOXHOM KJIET-
YaTKe WM ITApEHXNME MOJIOUHOM XKeJIe3bl 1 IIPEACTABIISICT
co00if Me3eHXNMaJIbHOEe HOBOOOpa30BaHME, COCTOSIIEE
U3 Pa3HOOOPA3HOM CMeCH 3peJioil XKMPOBOU TKAHU U He-
OOJIBIIINX, XOPOIIO C(HOPMUPOBAHHBIX KAITMIJLISIPOTION00-
HBIX COCYI0B, MHOTHE 13 KOTOPBIX COIEPKAT MUKPOTPOM-
6n1 pubpuHa. HekoTophle Takie HOBOOOPA30BaHMUS MOTYT
TTOYTH ITOJTHOCTBIO COCTOSITH M3 COCYIMCTOTO KOMITOHEHTA
(K1eTouHAasl aHTHOJIMIIOMA) M, CJeO0BaTeIbHO, MMHUTH-
poOBaTh COCYANCTOE HOBOOOpazoBaHMe. OUEeBUIHO, UTO
nudbepeHIIMATBHBINA TUAarHO3 ¢ aHTMOCAPKOMOI MMeeT
KPUTHUYECKOE 3HAUeHUE, TTOCKOJIBKY aHTHOJIUIIOMA — 0~
OpoKaueCcTBEHHAsI OITyXOJIb M He MMeeT TEHICHIINH K MeCT-
HOMY PEeIIUINBY W METaCTa3MpPOBAHUIO. AHTHOJIUTIOMA
XOPOIIIO OTPaHWYEHA, 9ACTO MMEET HECKOIBKO TOThUATYIO
CTPYKTYpPY U He 00JIamaeT XxapaKTepHbIM MHOUIBTPATUB-
HBIM POCTOM B TKaHb MOJIOUHOM XeJie3bl ((KUPOBYIO 1 (hH-
OpPO3HO-XKMPOBYIO TKAaHb MEXKITY ITPOTOKOBO-I0JIbKOBBIMU
CTPYKTypaMm), HabII0maeMbIM IPY aHTHOCapKoMax. Tak-
K€ OTCYTCTBYET SHIOTeIMAIbHAS aTUITHSI UJIA MHOTOCIIOM-
HOCTb, a TUTTMYHBIE (PUOPUHOBEIC MUKPOTPOMOBI SIBJISTFOT-
CSl TIOJIE3HBIM TUATrHOCTUYECKHUM MPU3HAKOM, OCOOEHHO
IIpY ITyHKIIMOHHOY OWOTICUH.

[NceBmoanrmoMaro3Hass CTpOMajbHas TUIIEPILIA3HST
(PASH) — mobpokayecTBEeHHOE COCTOSIHIE, MHOTIa 00pa-
3yI011ee 00BEM C 111eJI€BUAHBIMU TTPOCTPAHCTBAMU, UMU-
TUPYIOIIVMMU COCYAUCThIe KaHamb! [13]. OgHako, B OTIU-
Ype OT aHTMOCAapKOMBI MOJIOUHOI 3kesie3bl, PASH 00b19HO
JIOBOJILHO XOPOIIIO OTpaHnMYeHa, 0e3 MHBa3WU B OKpyKa-
IOIIyIO XXUPOBYIO TKaHb. KieTku, obpasyooInme cocymno-
00pa3HbIC CTPYKTYPHI, MMEIOT YIBTPACTPYKTYPHBIE 0CO-
OCHHOCTH, HeXapaKTePHBIC IJIT SHIOTEINATBHBIX KIIETOK
[2], He OKpaIIMBarOTCS COCYANUCTBIMU MapKepaMi; CKopee
BCETO, OHU TIPEACTABIISIIOT CO00Il CTpOMaTbHBIC KICTKU
MHOGHOPOOIACTIIECKOTO,/ (PUOPOOIACTIIESCKOTO IIPOUC-
xoxmeHus [14].

HMHBa3znBHAs KapIIMHOMA MOJIOYHOM 3KeJIe3bl, KaK He-
cren(UIIMPOBaHHOTO, TaK 1 TOJBKOBOTO THIIA, MOXET
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UMeTh HuU3KoaudhepeHIMPOBaHHYIO MOP(OIOTHIO U3
KJIETOK, PACTYIIMX CIUIOITHBIMU CJIOSIMUA, UMUATHPYIOITMU
AHTMOCAPKOMY BBICOKOM CTEIIEHM 3JI0KAYEeCTBEHHOCTH,
B YaCTHOCTH STIUTEINOMNIHYIO aHTHOocapkomy. UMMyHO-
TUCTOXMMHUIECKOE UCCIIeOBAaHNE NMEET pellIarolee 3Ha-
yeHre B mudhepeHIINATBHON TMarHOCTUKE aHTHOCAPKOMBI
MOJIOUHO XXeJie3bl. Bce KapIIMHOMBI OYIYT MOJIOKUTETh-
HBIMH K SIHUTEIUATBHBEIM MapKepaM, TaKUM KakK TTaH-
nutokepatnd 1 EMA, Ho orpunareabHeiMu K CD31
n CD34. O6pamaer Ha cebd BHUMaHWe TOT (PAKT, 4YTO
AHTUOCAPKOMBI MOTYT IE€MOHCTPUPOBATH SKCIIPECCHIO
MMAHIIUTOKEepAaTUHA OITYXOJIEBHIMH KJIETKAMU IIPUMEPHO
B 40 % ciyyaeB, HO IIOYTH BCETAa TAKXKe OYIyT IOJIOXKMU-
TEJbHBIMU 10 KpaitHeil Mepe M0 OMHOMY M3 COCYIMCTBIX
MapKepoB.

HMHorma MetaruracTuaeckast KapimHoMa (Jalie Bepe-
TEHOKJICTOUHAST) MOXET UMETh IICEBIOBACKY/ISIPHBIC TTPO-
CTpPaHCTBa, UMUTUPYIOLLIME COCYAUCTYIO OITyXojb [15].
Dkcnpeccusa naHOouTokepaTuHa (B wactHoctu, CK14
u CK5/6) 1 OTCYTCTBUE DKCIIPECCUN COCYIUCTBIX MapKe-
POB ITOMOTYT B nudpepeHIINATEHON THarHOCTUKE KapIii-
HOMBI C aHTIOCAPKOMOIA.

AKaHTOJIUTUYECKUI BapHaHT IUIOCKOKJIETOYHOTO pa-
Ka MOJIOYHOI1 XeJIe3bl — 3TO pPelKasl OIyXOJIb, IIPU KOTO-
POi1 OITyXOJIeBbIe KIIETKH TEMOHCTPUPYIOT KapTUHY Ae3ar-
peranyu, IPUAATOIIYIO MM IICEBIOBACKY/ISIPHBIN XapaKTep
pocra [2, 16]. [TogoGHO WHBA3MBHBIM ITPOTOKOBBIM
W JOJBKOBBIM KapIIMHOMAaM TUIOCKOKJIETOUHBIM paK MoO-
JIOYHOM KeJIe3bl MOJOXUTEICH ¢ MaHIUTOKePaTUHOM
1 OTPULIATEJIEH C COCYINCTBIMU MapKepamu [2, 16].
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Primary breast sarcoma: clinicopathologic
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1988;62:2145-51.
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MertacTtasbl OITyXOJIei IPYTUX JIOKAIU3alNi B ITapeH-
XVMMY MOJIOYHOM KeJIe3bl — pefKasi HaxoIKa, COCTaBJIs-
foiast MmeHee 0,5 % Bcex 3/I0Ka4eCTBEHHBIX OITyXOJieil
MOJIOUHOM XeJe3bl [17]. Hanbonee yacTbiMu NepBUYHBIMU
JIOKAIM3AIIUSIMA METacTa30B B MOJIOUYHYIO KeJIe3y SIBIISI-
FOTCSI OITYXOJIH JIETKMX (MEIKOKIJICTOIHBIE KapIIMHOMEI),
XeJynKa (TIepCTHEBUTHOKJIETOTHBIN paK), a TAaKKe TTOYKHU
¥ KOXW (3710KadecTBeHHas MejdaHoMa) [17]. MHorma atu
HOBOOOpa30BaHMSA HACTOJBKO YTPAauMBAIOT IPHU3HAKU
g depeHIIMPOBKH, UTO MOTYT OBITh THCTOJIOTUIECKU He-
OTJIMIUMBI OT HU3KOAU((PepeHIIMPOBAHHOM WIIM SITUTE-
JIMOWITHOM aHTHMOCAPKOMBI 33 CUET POCTa COTMIHBIX ITOJICH
SIUTEIMONIHBIX KIIeTOK. [10100HO TIepBUYIHOI KapIIMHO-
M€ MOJIOYHOM KeJIe3bl MeTaCTaTUISCKIE KapIIMHOMBI T10-
JIOXXHUTEJBbHBI ¢ MAaHINUTOKEPATUHOM M OTPUIIATEIHHBI
C COCYIMCTHIMUA MapKepaMu. MeTacTaTudecKas 3JI0Kade-
CTBEHHAs MeJIaHOMa 00BIYHO S-100-T10/10KMTeTbHA 1 9KC-
MpeccUupyeT APYyrue MeJIaHOLMTaPHbIE MAPKEPBI, KOTOPBIE
OTPHULIATEIbHBI TIPU aHTHOCAPKOME.

[NepBuyHas aHTHOCAPKOMA MOJIOTHOI JKeJIe3bl BCTPe-
yaeTcs B 00jIee MOJIOIOM XEHCKO ITOMYIISILINY TI0 CpaB-
HEHMIO ¢ KapIIMHOMOI MOJIOUHOM KeJIe3bl U BTOPUIHOM
(TTocTpamnallMOHHOM) KOXHOM aHTHOCApKOMOM, TeMOH-
CTpHpPYET arpecCMBHOE KIIMHIYECKOE TIOBEACHME, TIOTO0HOE
pamraoOHHO-aCCOLMUPOBAHHBIM aHTHOCAPKOMaM M aH-
ruocapKoMaM IPYIuX JJoKanu3anuii. Mopdororndeckast
NMArHOCTHKa TpeOyeT B MEPBYIO OUepeb HACTOPOXKEHHO-
¢t MopdoJiora B OTHOIIIEHUH aHTOCapKoM 1 nruddepeH-
IUAJIBHOTO AWarHo3a ¢ IPYTMMU HOBOOOPa30BaHUSIMM,
KaK T0OpOKauYeCTBEHHBIMU, TaK U 3JI0KAYeCTBEHHBIMH.
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NMHOOPMALUA OJIA ABTOPOB

Mpu HanpaBneHun CTaTbi B pefakumio XypHana «OHKomatonorua» asTopam
HeobX0AMMO PyKOBOACTBOBATLCA ClleAyHLUMMM NPaBUAAMU.
1. 06wue npaBuna
Mpu nepBMYHOM HanpaBNeHM PyKONMCU B PefaKuUMio B KOMUU NEKTPOHHOTO
MMCbMA AOMKHbI BbITb yKa3aHbl BCe aBTOPbI AaHHOI (TaTby. 06paTHYI0 (BA3b C pedak-
Limeli byZieT NoepXVBaTb OTBETCTBEHHBII aBTOP, 0003HAUEHHDIN B CTaTbe (CM. MYHKT 2).
MpeacTaBnenve B pesakLmio paHee onybnKoBaHHbIX CTaTeli He JONYCKaeTCs.
2. 0dopmneHne AaHHbIX 0 CTaTbe U aBTOPaxX
« [lepBas CTpaHMLa BOMKHA COZEPKaTb:
— Ha3BaHue (TaTby,
— MHULWMAnDI 1 GamUIuN BCex aBTOPOB,
— yueHble CTENEHM, 3BaHNA, JOMKHOCTM, MeCTO paboTbl KaX<Aoro U3 aBTopoB,
a 1akxe ux ORCID (npm Hanuuum),
—NOJIHOe Ha3BaHMe yupex aeHUs (yupexxaeHuit), B KOTOPOM (KOTOPbIX) Bbl-
nonHeHa pabota,
— aZipec yupexaeHus (yupexzaeHuii) C ykasaHueM UHAEK(.
« TocnepHAs cTpaHULa AOMKHA CORePXKaTb (BefieH!A 06 aBTope, OTBETCTBEH-
HOM 3a (BA3b C pefaKLyeil:
— hamunms, MMA, 0TYECTBO NONHOCTBIO,
— 3aHMMaeMas JOMKHOCTb,
— yueHas cTeneHb, yueHoe 3BaHue,
—NepcoHanbHblil MexayHapoaHblii upentudukatop ORCID (noapobHee:
http://orcid.org/),
—nepcoHanbHblil upenTdukatop B PUHL (nogpobhee: http://elibrary.ru/
projects/science_index/author_tutorial. asp),
— KOHTaKTHbIii TeneQoH,
— afpec 3NeKTPOHHON NouTbl.
3. 0popmneHue TeKcTa
(Cratbu npuHMMatoTca B dopmarax doc, docx, rtf.
LWpudT —Times New Roman, kernb 14, MeXcTpouHblii uHTepsan 1,5. Bce cTpaHmnubl
LOMKHBI 6bITb IPOHYMePOBaHbI. TeKCT CTaTbil HAUMHAETCA CO BTOPOIA CTPaHULbI.
4, 06bem cTateit (663 yueTa UNNIOCTPALMIA N CNUCKA TUTEPATYPbI)
OpurnHanbHas ctatba — He 6onee 12 cTpauy (60nbLunii 06bem fonyckaetca
B VIHAVBUAYaNbHOM NOPAZKE, N0 PELUEHMH0 pefaKLm).
OnucaHne KNMHUYECKUX CnyYaeB — He 6onee 8 cTpaHuL.
0630p nuTepatypbl — He 6onee 20 cTpaHuL,.
Kpatkue coobiieHns u nucbma B peaKkuuio — 3 CTpaHuLbl.
5.Pesiome
Ko Bcem Bizam cTateil Ha 0TAENbHOI CTPAHMLE fOMKHO BbITb MPUNOXEHO pe3io-
Me Ha PycckoM 1 aHIMMIACKOM (M0 BO3MOXHOCTH) A3blKaX. Pe3tome JOMKHO KpaTKo Nno-
BTOPATH CTPYKTYPY CTaTbM, HE3aBUCMMO OT ee TeMaTuKy.
06bem pesiome — He bonee 2500 3HaKoB, BKiouas npobenbl. Peiome He LOMKHO
COAePKaTb CChITKM Ha UCTOYHUKM NIUTEPATYPbI 1 UIKCTPATUBHI MaTepuan.
Ha 370il e CTpaHuLe NoMeLLATCA KNoueBble C10BA HA PYCCKOM 1 aHTMIICKOM
(Mo BO3MOXHOCTM) A3bIKaX B KonuuecTse ot 3 10 10.
6. CTpykTypa cTareil
OpuruHanbHas CTatbA JOMKHA COAePXaTb CrieaytLLye paaenbl:
— BBefieHue,
—Lenb,
— MaTepuanbl U MeTozbl,
— pe3ynbratbl,
—obcyxpeHue,
—3aKn0ueHne (BbIBOAbI),
— BKNaZ BCex aBTopoB B paboty,
— KOHONUKT NHTEPeCoB ANA BCeX aBTOPOB (B Cyyae ero 0TCyTCTBUA Heob-
XO[MMO YKa3aTb: «ABTOPbI 33ABNAIOT 06 OTCYTCTBUM KOHANKTA UHTe-
pecoB»),
— 0j06peHue NpoToKONa UCCNe0BaHNA KOMUTETOM N0 61o3THKe (C yKasaHu-
eM Homepa 1 AaTbl NpoToKona),
— MHGOPMUPOBAHHOE COrnacue NaLMeHTOB (AN CTaTeil C aBTOPCKUMM HCCre-
LOBAHUAMY ¥ ONUCAHUAMI KIMHUYECKNX CyyaeB),

—NpU HannyMM GUHAHCMPOBAHUA MCCNENOBAHNA — YKa3aTb €ro UCTOYHMK
(fpaHTuUT.4.),
— bnarofapHoCTU (pasgen He ABNAETCA 0643aTeNbHbIM).

7. UnnioctpaTuBHbIN MaTepuan

WnntocTpaTuBHbIit MaTepuan fomxkeH 6bITb NpeACcTaBeH B BUAE 0TAENbHbIX haii-
0B 1 He GUrypupoBaTh B TeKCTe CTaTby. [laHHble TabauL He JOMKHbI MOBTOPATD JaH-
Hble PUCYHKOB U TeKCTa 1 Hao60poT.

Ootorpadum npesctaBnawtca B dopmarax TIFF, JPG ¢ paspelueHnem He me-
Hee 300 dpi (Touek Ha Atoitm).

PucyHku, rpadmkm, cxembl, Anarpammbl JOMmKHbI ObiTb pefakTpyembiMu,
BbInonHeHbIMu cpeactBamu Microsoft Office Excel unm Office Word.

Bce pUCYHKN [OMKHBI ObITb NPOHYMEPOBaHbI U CHAOXEHBI MOAPUCYHOUHBIMM
nognucamu. OparmeHTbl pUcCyHKa 0603HauaIOTCA CTPOYHBIMU ByKBaMMU pyccKoro anda-
BUTa — «a», «6» U T. L. Bce cokpaLeHna, 0603HaueHna B BIULe KpuBbIX, OykB, Ludp
WT. Ji., NCNONb30BaHHbIE HA PUCYHKE, LOMKHDI ObITb PacLUMPPOBaHbI B NOAPUCYHOUHOIA
noanucn. MoAnucy K pUcyHKam JaloTca Ha 0TAENbHOM INCTe MOC/e TeKCTa CTaTbul B 0f-
HOM C Heil daitne.

Ta6nuubl 0MKHbI GbITb HAINAZHBIMU, UMETb Ha3BaHNe U NOPAAKOBBIil HOMep.
3aronoBKy rpad AOMKHbI COOTBETCTBOBATD MX COAepKaHuIo. Bce cokpaLeHus pacnd-
POBBIBAKTCA B NpUMeYaHIM K Tabnuue.

8. EauHuLbI N3MepeHna 1 coKpalleHus

EnuHnubl n3mepenna fatotca B MexayHapogHoii cucteme egunny (C1).

CoKpaLueHna CnoB He JONYCKaloTcA, kpome 06LienpuHATbIX. Bce abbpeBuatypbl
B TEKCTe CTaTbit JOMKHbI ObITb MONHOCTHI paciundpoBaHbl Npu NepBOM YNOMUHAHUN
(Hanpumep, pak monouHoii xene3bl (PMX)).

9. CnncoK nuTeparypbl

Ha cnenytolueii nocne Tekcta CTpaHuLe CTaTby JOMKEH pacrionaratbCs CUCOK
LIMTUPYeMOiA uTEpaTypbl.

Bce McTOUHMKI [OMKHBI ObITb NPOHYMEPOBaHbI, HyMepaLua OCyLiecTBRAETCA
CTPOTO 1O NOPAAKY LMTUPOBAHIA B TEKCTE CTaTbiA, He B andaBUTHOM nopsAKe. Bee ccbin-
KI' Ha WUCTOYHWKI NUTEpaTYpbl B TeKCTe (TaTbi 0603HauatTCA apabckumm undpamm
B KBajipaTHbIX CKoOKax HaumHas ¢ 1 (Hanpumep, [5]). KonnuecTBo UMTUPYeMbIX pa-
60T: B OpUrMHanNbHbIX CTaTbAX — He 6onee 20—25, B 0630pax uTepatypbl — He 6onee 60.

(CcblnKu JOMKHbBI JaBaTbCA Ha NepPBOUCTOUHIKM, LUTMPOBAHUE OHOTO aBTOpa
Mo paboTe Apyroro HeZoMyCTUMO.

BknioueHue B CNUCOK NUTEPaTypbl Te3UCOB BO3MOXHO MCKIIOUUTENBHO MY CCbIT-
Ke Ha MHOCTPaHHble (aHIN0A3bIYHbIE) UCTOUHUKM.

(CcbinKku Ha pnccepTaumni v apTopedeparbl, Heony6AUKOBaHHbIE paboTbl, a Tak-
e Ha JLaHHble, NONyYeHHble U3 HeoGULMANbHBIX MHTEPHET-UCTOUHUKOB, He JOMy-
CKatoTca.

[InA Kaxporo UCTOYHMKA HeobX0AMMO yKa3aTb: Gamunv U MHULMANbI aBTOPOB
(ecnm aBTOpOB Gonee 4, yka3biBAKTCA NEPBbIE 3 aBTOPA, 3aTeM CTABUTCA «U Ap.» B PyC-
cKkom 1 et al.” B aHTMIACKOM B TeKcTe). ABTOPbI LIMTMPYEMbIX UCTOUHUKOB AOMKHbI
ObITb yKa3aHbl B TOM Xe MOPAAKe, UTo 1 B NEPBOMCTOYHIKE.

Mpy CCbiNKe Ha CTaTbM U3 XKYPHANOB yKa3biBAKT TakXKe Ha3BaHUe CTaTbl, Ha-
3BaHue XypHana, rog, Tom, Homep Bbinycka, crpaHuubl, DOI cratbu (npu Hanuuum). Mpu
CCbINKe Ha MOHOTpad My yKa3blBAIOT TaKXKe NONHOe Ha3BaHMe KHITW, MECTO U3fjaHu4,
Ha3BaHue U3/aTeNbCTBA, FOf U3/aHMA, YACNO CTPAHNL.

(TaTby, He COOTBETCTBYIOLLE AAHHBIM TPeGoBaHNAM, K PacCMOTPEHNI0
He NPUHNMAIOTCA.

061w Ke nonoxeHusa:

+ PaccmoTpeHie cTaTbit Ha MpeaMeT ny6nuKaLyy 3aHUMaeT He MeHee 8 Hefienb.

« Bce noctynatowume cTatbi peLieH3upytoTca. PewieH3ua ABNAETCA aHOHUMHOIA.

« Pepakuua octaBnAeT 3a co60il NpaBo Ha peakTMpOBaHUe CTaTel, NpeacTaB-
NeHHbIX K nybauKaLmm.

« Pepakuna He npefocTaBnAeT aBTopckUe 3K3emnaApbl XypHana. Homep
KypHana MOXHO MONYYMTb Ha 06LLMX OCHOBAHWAX (CM. MHGOPMALMIO
Ha caiiTe).

Marepuanb! ana ny6nukauun npuHUMAaloTcA No appecy perovanina@mail.ru
€ 00A3aTeNbHbIM YKa3aHeM Ha3BaHUA XypHana.





