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BBEJIEHUWE

Komnopekransuplii pak (KPP) 3anmMaer ogHy 13 Be-
IYIIVX TTO3ULNI 110 YPOBHIO CMEPTHOCTHU U pacIIpoCTpa-
HEHHOCTH B TOIYJISIIIAM 10 BceMy MUpY. TakK, JaHHBIE
nccienoBanust GLOBOCAN (Global Cancer Observatory,
robanbHas OHKoJIorThdeckas oocepsBatopust) 3a 2020 .
JeMOHCTpUpPYIOT, uTo 10 % BCeil OHKOIMATOJIOIMU CPpean
JKEHCKOTO M MYXXCKOTO moJjia 3aHuMaeT umeHHo KPP [1].
B ¢Bs131 ¢ 3TUM BaxXHO ITOH00OpaTh IIPaBIIIBHOE JICYCHHE.
Boui6op meTona tepanuu nipu KPP ceroaHst mmpok u 3a-
BUCHUT OT MOJIEKYJISIDHOTO TTOATUIIA OTYXOJIU, TaK KaK U3-
BECTHO, UTO JJISI HETO XapaKTepeH BRICOKUI YPOBEHb MEXK-
OITYyXOJICBOM MOJIEKYJISIPHOU TeTeporeHHocTtH [2, 3].
OmHMM 13 BaXXHBIX IPEIUKTOPOB OTBETa HA MHTMONTOPHI
KOHTPOJIbHBIX TOUYeK MIMMYHHOTO OTBETa SIBIISICTCSI MUKPO-
caTeJUIMTHasI HecTaOMIbHOCTh (microsatellite instability,
MSI), xoTopast BO3HMKAET n3-3a 1e(eKTOB CUCTEMBI OeII-
KOB pelapalluy HecIllapeHHBIX ocHoBaHuUii — dMMR
(mismatch repair system deficiency), u cBsI3aHa ¢ MHOXe-
CTBEHHBIMU MYTALIMSIMH B KOPOTKUX ITOBTOPSIOIINXCS
Y4acTKax MOJIEKYIIBI Je30KCHPUOOHYKIICMHOBOM KUCIIOTHI.
TectupoBanne Ha MSI HeoOXOMMMO TSI OMIpPEAeICHMS
TaKTUKM BeIeHUsI O0JIBHOTO, a TAKXKE BO3MOXKHOIO O0OHA-
pyXeHMs cuHApoMa JIMHYa, KOTOpBII acCOLIMUPOBaH
C HacJieICTBeHHBIM JedekToMm B reHax MLHI, MSH2,
MSH6, PMS2vnmm EPCAM [4]. Onyxonu KOJIopeKTaIbHOI
JIOKAJIM3allMY C TIOATBEPKICHHBIM cTaTycoM MSI uyB-
CTBUTEJIGHBI K JICYCHHIO C UCITOIb30BaHNEM MHIMONTOPOB
WMMYHHBIX KOHTPOJIBHBIX TOYCK ¥ UMEIOT TIOBBIIIICHHYIO
OITyXOJIEBYIO MYTalIMOHHYIO HArpy3Ky, YTO, B CBOIO OYe-
pelb, TOMOTaeT BLICTPOUTDH BpaueOHYIO TaKTUKY [3, 5, 6].
Ha pgannsbiii MmoMeHT onpeneneHrne dMMR u MSI ocy-
IIECTBIIsIETCS 2 MeTogaMu — nMMyHoructoxummuu (UI'X)
U nojuMepasHoi tenHoi peakuuu (ITLIP). B 3—8 % ciny-
YyaeB P MOMIBITKE BEIABUTH Hajamunre MSI pe3yabraTe
TECTOB MOTYT OTJIMYATHCS, M3-3a YETO BO3pacTaeT PUCK
COBepIIeHNS BpaueOHOI OIMTMOKN M HEBEPHOM ITOCTAHOB-
KJ TrarHo3a. BaxkHoil 3amadeil sABiIsieTCs OLIEHKA peaib-
HO TMCKOPIAHTHOCTH 000X METOIOB M ITOMCK ITPUINH
IIJ1sT ©0JIee TOYHOTO OIpeAe/IeHUsI CTaTyCca OIYXOJIH.

Ieabro naHHOIT paGOTHI SIBJISIETCS UCCIICA0BAHNE KOH-
KOPIAHTHOCTH MOJICKYISIPHBIX 1 MMMYHOTHUCTOXUMMIYEC-
CKMX METOJIOB IIpH oIpenesieHny Hamumuus MSI mipu pake
TOJICTOW KUIIIKH.

MATEPHAJIBI 1 METO/IbI

B Hacrosmiee mcciemoBaHme BKIIOYEH MaTepHan
413 mManMeHTOoB ¢ MEPBUYHBIM M1 MeTacTaTndeckuM KPP,
ITOJTyYaBIINX OIlepaTUBHOE JieueHe B MOCKOBCKOM To-
POICKOM OHKOJOrM4ecKoil 6obHuLe Ne 62 . MOCKBEI
B 2018—2019 rr. 151 3TOTO OB OTOOPAHBI TapaMHOBBIC
0JI0KM ¢ (DparMeHTaMHU OITyXOJIEBOM TKAaHM C COMEPKaHM -
eM onyxojiu He MeHee 50 %. B pabote ucIoib30Baics TeCT
II1IP ¢ mocnenyommnM KanuISpHBIM 371eKTpodope3oM
IJTSI IeTeKIMY Bapuallnii KBa3UMOHOMOP(HEIX KOPOT-
KMX TaHIEMHBIX ITOBTOPOB pearcHTaMM IPOM3BOICTBA
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000 «Jopmus», Poccus. i mocTaHOBKM AMarHosa
HUTI'X-meTomoMm mcnonp3oBanu anturesna K MLH1 (M1),
PMS2 (A16-4), MSH2 (G219-1129), MSH6 (SP93) Ha
miatdopme Ventana ULTRA B cooTBETCTBUHU ¢ IPOTOKO-
JioM ripomsBoauTens (Roche).

PE3VJIBI'ATHBI

B xone ananu3a matepuana 413 nauvenroBy 37 (8,96 %)
BoisgBieHsl MSI 1 dMMR, a y 376 BeisBieHsl MSS
(microsatellite stability, MIKpocaTe/UIMTHAsI CTAOMIIBHOCTD)
u pPMMR (proficient mismatch repair gene expression,
IOCTaTOYHAsI AKCIIPECCUSI TEHOB CUCTEMBI peIrapaliii)
metonamu [TLP u UTX. Y 3 (0,7 %) GonbHBIX ObLIA 06-
HapyxXeHa AUCKOpAaHTHOCTb pesyasratoB ITHP u UT'X:
2 dMMR/MSS u 1 pMMR/MSI. 151 Bcex TMCKOPIAHT-
HBIX TALIMEHTOB ITOBTOPHO IIPOAHAIM3UPOBAHbBI JaHHBIC
TP u UT'X. B pe3ynbraTe aHanu3a ObUT BBISIBIICH CIIydaid,
oImmMOO0YHO paciieHeHHbI Kak AIMMR /MSS, maree ompene-
nmsgeMblit Kak AIMMR/MSI. B opyrom ciryaae dMMR/MSS
HaOJIIoMaIach BHYTPUOIIYXOJIeBast TeTEPOreHHOCTb 3KC-
npeccuy reHa MSHG6, 4TO He TTO3BOJIMIO BBISBUTH MSI
IIpY TOTAJIbHOM MCCIeooBaHWM oOpasma. B ciydae
pMMR/MSI Habmogamach HeCTaOMIBHOCTD 2 U3 5 Mccie-
MOBAaHHBIX MUKpOcaTe UTNTOB. [1pn ITocTaHOBKE MUarHo3a
metonoM [P Ha marepuasne M3 HEOIMyXOJEeBOM TKaHU
y | maneHTa BEISIBIICHA HECTAOMIBHOCTD TeX XKe 2 MUKPO-
CaTeJUIMTHBIX JIOKYCOB, UTO SIBJIICTCSI MHIUBUIYaTbHOM
0COOCHHOCTBIO 3TOT0 OOJIBHOTO — HAJMYMEM 2 PEIKUX
STHUYECKH 00YCIOBJICHHBIX IMOJIMMOPGU3MOB. B mTore MbI
obHapyxwu uiib 1 (0,2 %) ciaydaii, B KOTOPOM AUCKOP-
naHTHOCTB pe3ynbsratoB MI'X u [T P Oblia cBsi3aHa ¢ BHY-
TPHOITYXOJIEBO TeTeporeHHOCThI0. CyMMapHOe KOJIde-
CTBO IMareHToB ¢ MSI B HeceIeKTUPOBAaHHOM KOTOpTE
6obpHBIX KPP cocraBuio 39 (9,4 %), 4To COOTBETCTBYET
MeIraHe 9acTOTHl BCTPEYaeMOCTH TaHHOTO 3a00JIeBaHMS
B MOCKOBCKOM TTOITYJISILIVIH.

OBCYXIEHUE

MukpocarteIuTHasI HeCTaOMJIBHOCTD SIBJISIETCS BaxXK-
HBIM IIPOTHOCTUYIECKUM KPUTEPUEM IS OLICHKH TCUCHMS
KPP, a taxke mi1st mombopa teparnuu, No3ToMy TaK BaxKHO
TTOBBIIIATH TOYHOCTD CYIIECTBYIOIINX HA TaHHBIIE MOMEHT
METOINK TUaTHOCTUKH. BEIABICHME OITUOOK U PacXoX-
IeHUI MTOMOXET CKOPPEKTUPOBATh TepaInio y MaueH-
TOB C HEIPABWJIBHO MHTEPIIPETUPOBAHHBIMU pPe3yiIbTa-
TaMH, a TaKXXe MepecMOTPeTh M PACKPHITh MPUINHBI
PE3UCTEHTHOCTU K UMMYHOTEPAITAH Y TPYIITEI OHKOOOJIb-
HBIX C He YCTaHOBIIEHHBIM BoBpemss MSI/dMMR [7].
Kpome Toro, nzydyeHue peapaH:KMpOBOK T€HOB THPO3MH-
KnHa3, xapaktepHblx 11 KPP ¢ MSI, mexaHu3sMoB nx
00pa3oBaHUS U BIUSHUS Ha MUKPOOKPYKEHHE OITyXOJIN
TTOMOXET JIy4Ille N3YIUTh OCOOCHHOCTH KIMHUKO-MOP-
donornueckux ocooeHHocreit KPP 1 mogroroBuTh mouBy
IJIS BBISIBJICHUS OaJbHEWINNX KOPPESIIUil ¢ KIMHIYe-

CKUM TeYeHUEM 1 N3MEHEHUSIMU KPUBBIX BEIKMBAEMOC-
™ [8, 9].
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Atunuyeckas nonMnNouAHas afeHoMMOMa — peikas OMyxosb SHAOMETPUSA, KOTOPasA BCTPEYAELTCA NPEUMYLLECTBEHHO Y XKeH-
WMH PenpopyKTMBHOTO Bo3pacTa. HecMoTps Ha TO YTO OHa OTHOCKTCA K A0GPOKaYecTBEHHBIM HOBOOOpa3oBaHUAM, ee
OT/IMYAIOT BO3MOXHOCTb PeLuAnBa U NPOrpeccun B afeHOKapLMHOMY 3HOMETPUS, a TaKxKe BO3MOXHOe CoveTaHue
C aTMNNYeCcKoii rmnepnnasneil U afeHoKapLUUHOMON 3HAOMETPUSA, YTO BHOCUT CYLLECTBEHHbIE TPYAHOCTH B AnddepeHLu-
albHYI0 AMArHOCTUKY LAHHOTO NOPaXeHWsA U HaKnaAbIBaeT 0cobyio OTBETCTBEHHOCTb HA Bpaya-naroforoaHatoMa npu pe-
LWeHWM BOMpPOCa O BO3MOXHOCTU KOHCEPBATUBHOI Tepanuu. Tem He MeHee CyLLeCcTBYeT psaf MOP(OIOrUYECKUX U UMMY-
HOTMCTOXMMUYECKUX XapaKTEPUCTUK, OTPAXKEHHbIX B HACTOALEH CTaTbe W MPU3BAHHbIX OKa3aTb MOMOLLb B NOCTAHOBKE
NPaBUNbLHOMO ANArHO3a y TaKNUX NaLueHTOK.
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Atypical polypoid adenomyoma is a rare tumor of the endometrium, which occurs mainly in women of reproductive age.
Despite the fact that it belongs to benign neoplasms, it is distinguished by the possibility of recurrence and progression
to endometrial adenocarcinoma, as well as a possible coexistence with atypical hyperplasia and endometrial
adenocarcinoma, leading to significant difficulties in the differential diagnosis of this lesion and imposes special
responsibility on the pathologist related to the possibility of conservative therapy. Nevertheless, there are a number of
morphological and immunohistochemical characteristics that are presented in this article helping to make the correct
diagnosis in such cases.
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OBIIAS XAPAKTEPVICTHUKA

Atunmdeckas nogunongHas ageHomnoma (AITA) —
6udazHast omyxosb, COCTOSIIIAS U3 XKEIE3UCTOTO KOMIIO-
HeHTa (3KeJIe3bl, BRICTJIaHHBIC aTUITMYECKUM SITUTCINEM)
U CTpoMaiabHOTro (MbIIIeuyHast/HrUOPO3HO-MBIIIIeTHAS
crpoma) (TepMuH npemioxeH B 1981 r. M. Masyp) [1, 2].
Yarire Bcero OITyXoJIb BCTpedaeTcs B peIpOAYKTUBHOM BO3-
pacre, pexe — B IIpe- 1 TocTMeHoray3e (27—73 roma), Kitm-
HMYECKasi KapTUHA HETIATOTHOMOHWYIHA 1 XapaKTePU3yeTCsT
KpoBoTeueHueM, oecruiogvem; nHorna AITA siBisieTcs ciy-
YaHOW HaXOJKOW TMpPU MPOBEAECHUM YJIBTPA3BYKOBOTO
HUCCIeAOBaHMS WM TUCTepocKonuu [3]. Atummdeckast
TTOJTUTIONTHAS aleHOMUOMA TIPEICTABIISICT COOOM TTOJTH-
MOBUIHOE 0Opa3oBaHue pa3MepoM oT 1 1o 70 MM, JIoKa-
JIN3YeTCs Yallle BCEro B JHE MAaTKHU, peXe — B HIDKHEM
CerMeHTe, ellle pexXe — B 0o0JacTy LIeWKU MaTKu [4].
MUKpOCKOTIMYECKN BH3YaJTU3UPYIOTCS 2 KOMITOHEHTA
OITyXOJIX: 1) XeJIe3UCTHIi, IIPEeICTaBICHHBIN CIOKHO Op-
TaHM30BaHHBIMM XeJIe3aMU, BHICTIIAHHBIMU SITUTECINCM
C IpU3HAKaAMHU IIUTOJIOTUIECKOM aTUTINH, YaCTO MMETIOIITIIA
JTOJIBKOBOE CTPOCHUE; 2) CTPOMAJIBHBIMN, ITPEICTABISIOIIIA
c0001f TOOpOKadYeCTBEHHYIO (DMOPOMITOMATO3HYIO CTPOMY,
PENIKO C MUKCOMITHBIMHU U3MEHEHUSIMA. B o0acTu sxee-
31MCTOr0 KOMIIOHEHTA Yallle BCEro BU3YaIU3UpPYeTCs MI0-
CKOKJIETOYHASI MeTaIljIa3usl B BUIE MOPYJI, MHOTIA C He-
kpo3amu B ueHTpe. [dusa AITA xapakTepHbl XOPOIIO
OuyepueHHbIEe WU CJIeTKa HepPOBHBIE Kpas [5].

ATunmyeckas TOJIUIIONIHAS afcHOMIOMa — JT00pO-
KayeCTBEHHAsI OITyXO0JIb, HECMOTPSI Ha HaJM4Ke aTUITNU
KeJIe3UCTOro ArmTenusd. s Hee IpUMEHSIETCST KO 110
MKB-10 D26 (106pokadecTBeHHAsI OIIYX0JIb MATKI), KOJI
mo MKB-11: ICD-11: XH7ZB1 — atundyeckas IIOJIUTIO-
uaHas ageHomuoma, kon 1mo ICD-0 — 8932/0. Ognako
AITIA crenyet yaensiTb 0c000€ BHIMaHME TP TMATHOCTH -
Ke, TaK KaK ee JIEeTKO MOXHO CITyTaThb ¢ 60Jiee TPO3HBIMU
MIPeAPaKOBBIMU 1 3]I0KAY€CTBEHHBIMU COCTOSTHUSIMU (MM -
OMHBA3MBHON alcHOKapIIMHOMOI SHIOMETPHSI, aieHOcap-
KOMOH M KapIIMHOCapKOMOM Tejla MaTku). Kpome Toro,
AITA oTanuyaeTcst XyaLIMM IPOrHO30M, YeM ApYyrue nopa-
XKeHHST N3 TuddepeHINaIbHO JTUaTHOCTUISCKOTO psia
(ameHOMMO3, aIcHOMUOMA, TOJIUI SHIOMETPHUS C aTH-
IMMYECKOM CTPOMOIi), ¥, HAKOHEIl, 3Ta OITyXOJb MOXKET
COYETaThCS C aTUMWYECKON TUIepIIa3ueil Tejla MaTKU
1 afeHOKapLIMHOMOM 3HIoMeTpus [6].

HNMMVYHOTIMICTOXNMMWYECKAS

XAPAKTEPHMCTHUKA

Kene3ucTblii KOMIOHeHT. [ToJioXKUTENbHAST SKCIPEC-
CHSI IMTOKEPATUHOB B XKeJIE3MCTOM KOMITOHEHTE MICHTY-
Ha JIPYTUM SIUTETNATLHBIM ITPOIHhepaTUBHBIM IMOPaKe-
Husm sHpomeTpusi. Manekc Ki-67 He npesbimaer 50 %,
IIPH 3JI0KAYECTBEHHBIX SITUTETNATBHBIX OITYXOJISIX MOXET
pocturaTh 90 %, oaHAKO JAHHbBII MapKep He PEKOMEHIY-
eTcs T AUarHOCTIIecKoi maHenu [7—9]. YacTo B xkeme-
3ax AIIA HaGmromaercst yrpaTta akcrnpeccuu reHa PTEN,
YTO MOXET CBHMICTEJIBCTBOBATH O IMATOTeHETUYECKOM

O630pbi u nekyuu | Reviews and lectures

CBSI3U OITyXOJIM C aTUIIMYECKOM TUTICPIIa3ueil SHIOME-
Tpusa. HekoTopele aBTOpHI daxe IIPEAIIOaraloT, 4To
AITA — aT0 NoKanu3oBaHHas1 popMa aTUITMYECKOU rumnep-
mwrasuu [10, 11]. Tak Xe penKo, Kak 1 TIpU aTUTTNYECKOM
TUTIePIUIa3UH, HAOJTIogaeTCs yTpaTa SKCIIPeCCH MapKepoB
MHKPOCATSJUTUTHON HECTAOWIBHOCTH (HeUIINT perapa-
UM OIMMOOYHO CITApEeHHBIX HyKJIeoTnmaoB, dMMR),
YTO HE ITO3BOJISIET PEKOMEHIOBATh MCCICIOBAHNE COOT-
BETCTBYIOIIEH MaHe I 11 Bcex oopasuoB AITA [12, 13].
B T0 Xe BpeMsI HEKOTOpBIC aBTOPHI MPEANOIATalo0T, YTO
AITA ¢ dAMMR moxkeT ObITh MpeAIIeCTBEeHHUKOM afieHO-
KapIMHOMBI SHIOMETPHUS C TAKUM XKe cTaTycoM [14]. Bei-
COKasl AKCIIPECCHUsl pelenToOpoB TOPMOHOB, MpHUCYIIas
O6oabiHCTBY AITA, HaeT ocHOBaHUE MPEANOI0XKUTH ITO-
TeHIMAJIbHO 3(PDeKTUBHOE IMPpUMEHEHNE TTPOTeCTUHOB,
OIIHAKO, KaK OBLIO TTOKa3aHO, MX Ha3HAUYCHUE He YTydIla-
€T IIPOTHO3, B OTJIMIME OT JIedeOHOTo 3hheKTa IIpH aTH-
MMYECKOM TUTIePIUTa3ny (BEPOSITHO, M3-3a JIOKAJTU30BaH-
HOM TTOIUIOBUIHOM (DOPMBI, TTO3BOJISIONIEH TOJTHOCTHIO
yaaiauTth obpaszoBanue) [15, 16]. BolpaxkeHHas saepHast
9KcIpeccus OeTa-KaTeHWHa, 0COOCHHO B MOpYJIaX, KOC-
BEHHO CBHUIETEILCTBYET O ITATOreHETUIEeCKOM cBsi3m ATTA
C MOJIEKYJIIPHBIM MOITUIIOM COPY number low KapLimHOM
SHIOMETPUS, XapaKTepU3YIOIINXCS MYTAallUSIMU B TCHE
CTNNB1 v noJIOXUTETLHOM SKCITpeccreit beTa-KaTeHNHA.
JaHHBIN MapKep TaKKe MOXKHO MCITOJIb30BaTh B KAUECTBE
IUarHOCTUIECKOTO, TeM OOoJIee YTO B aTUITMYECKIUX TUTIeP-
TUTa3USIX SHIOMETPUS OH DKCIIPECCUPYETCST 3HAUUTEITBHO
pexe [11, 14, 17].

IL1ockoKIeTo9HAS MOPY/IsIpHAsA MeTamaasusa. OTIe/IbHO
cJIeIyeT pacCMOTPETh MMMYHO(MEHOTHUIT TUIOCKOKJIETOUHBIX
MODYJI, KOTOPbIE, MO BCEW BUAMMOCTHU, HE SABJISIOTCS IPO-
W3BOIHBIMM OT UCTMHHOM ITUIOCKOKJIETOYHOM METaIlIa3nu,
MOCKOJIbKY UMEIOT COBEPLIEHHO IPYroil UMMYHOTUCTOXU-
MMYECKUI IIPODIITb — HE SKCIIPECCUPYIOT SIUTETNATbHBIC
mapkepsbl p40 [16] n p63 [18], 3KCIIpECCUPYIOT reTEPOTONM-
yeckne Mapkepbl SATB2 n SDX2 [18, 19] mu mapkep CD10,
MPUCYIINI CTPOMAJIbHBIM SHIOMETPUAIBHBIM KJIETKAM.
BeposiTHO, Oos1ee IpaBUIBHO HA3BIBATh WX MOPYJISIPHOI
MeTaIuTa3ueil, ITOCKOJIBKY, KpoMe (DeHOTUITTIECKO CXOXKe-
CTH C TUIOCKUM 3ITUTEIEM, JaHHBIE KOMIIOHECHTH HUIETO
He oobeauHsIeT [9, 20]. Mopyibl B AITA, Kak 1 TZTIOCKOKJIE-
TOYHASI METATUIA3MS IIPY ATUITMYESCKOM TUIEPILIA3UH SHIO-
METpUs, SIBJISTFOTCSI MTHEPTHBIM KOMIIOHEHTOM, B Pa3BUTHE
KOTOPOTO, TI0 BCeil BUIMMOCTH, BOBJICUCH TaK Ha3bIBACMBIIA
MeXaHU3M IpoanhGepeHIIMPOBKY C yIaCTHEM HHTHOUTO-
pa LIMKJIMH3aBUCUMOI K1Ha3bl p21, nukinuHa D1 u 6era-
KaTeHMHA, KOTOPhIE TEMOHCTPUPYIOT BRIPAXKEHHYIO 9KC-
npeccuio B Mopynax [14, 17]. B To Xe BpeMs 3Kcnpeccust
CTEPOMIHBIX PEIIENITOPOB B HUX HE BBISIBIISICTCS, @ MHACKC
npoaudepauun (3kcnpeccust Ki-67) crpeMuTcst K HyJIO.
Cienyet OTMETUTD, YTO OT IIOCKOKJIETOUHOM auddepeH-
LUPOBKU TIPHW aTUITMYECKON TUIIePIUIA3UN MOPYJISIPHBIN
KoMnoHeHT AITA uMMyHO(GEHOTUITMYECKHA OTJIMNYATHCS
He OyIeT M OnepeThes Ha 3TOT MpU3HaK Ipu nuddepeH-
LIMaJIbLHOM AMarHOCTHKeE He ymacres [16, 17].
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CrpomanbHbiii KomnoneHT. Hanbonbimumit nHTepec
C TOYKM 3peHUs ITaTOreHe3a M BO3MOXHOCTe# nuddepeH-
LMATbHOW TUATHOCTUKY MPENCTABISIIOT UMMYHO(DEHOTUTT
U TPOMCXOXIEHUE CTPOMATbLHOTO KOMIIOHEeHTa B ATTA.
[Monaratot, uto MuodndbpodIacTuyeckas TpaHchopmaus
U3 HOPMaJIbHOW CTPOMBI YHIOMETPUS TPOUCXOIUT
TIO1 BJIUSTHMEM TOPMOHAJIBHOTO BO3IEHCTBUSI TIPU COXPa-
Hennu akcnpeccuu CD10 B otnenbHbIX KieTkax [7—9, 14].
Taxke OBUTO OTMEUEHO, YTO B CEKPETOpHYIO a3y HOp-
MaJIbHBIN SHIOMETPUI MOXET IKCIpeccupoBath SMA,
YTO CBUIAETEIBCTBYET O BO3MOXHOW INMATOT€HETUYECKOM
CBSI3M CTpOMaJibHOTO KoMTIoHeHTa ATTA 1 cTpoMbl SHAO-
metpus [15, 21]. Crenyer oOpatuTh BHUMaHME HA TOT
¢aKT, 9TO B MBIIIICYHOM KOMITOHEHTe cTpoMbI ATTA 3Kc-
TIPECCUPYETCS TIAAKOMBIIIIEYHBIN aKTWH, HO HE 9KCTIpec-
cupyetcst H-caldesmon, 4to mpucyltiie ApyruM omyXoJisiMm
CO 3peJibIM TJIaJKOMBIIIEYHBIM KOMITOHEHTOM, TaK
Kak MbIlIeuHbie BOIoKHA B ATTA 67113Ku K SMOprOHAITb-
HBIM U OTJIMYAIOTCS OT AU depeHIIMPOBAHHBIX TJIAAKUX
MuoumToB [7, 9]. B To Xe Bpemst cTpoMabHbIN KOMIIO-
HeHT AITA cUJIBHO OTJIMYAETCST OT XKEJIE3UCTOTO: HU3KUIM
nponhepaTUBHBIN MHIEKC OTJIMYAET €r0 OT CTPOMBI TAKUX
OMyXOJIeii, KaK KaplMHO- U afieHocapkoma [8, 9, 17].

IUDODPEPEHIIMAJIbHAA JTUATHOCTHUKA

st Toro yToOBI TpoBecTU AU hepeHIINATBHYIO T1-
arHoctuKy AITA ¢ 09aroBsIM afeHOMHO30M 1 aI¢HOMMO-
MOl1 TeJla MaTKH, CJieyeT 00paTuTh BHUMaHNE Ha HATMI1e
ATUTINY KEJIE3UCTOTO IMUTETUS U TUTOCKOKJIETOYHOU Me-
Taria3un, KOTOpasi OUeHb PEIKO BCTPEYAETCs B oyarax
ajeHoMmno3a u aneHomuomax (puc. 1) [22—24].

IMpu muddepennmansHoit nuarnoctuke AITA ¢ aTu-
TIMYECKON TMIIEPIIa3UEN SHAOMETPHS, a TAKKE MTOJIUIIAMU
SHIIOMETPUS C PA3BUTHEM B HUX aTUTTMYECKOM TMIeprLia-
3UM HEOOXOOUMO BepU(PUIIMPOBATH TJIATKOMBIIIEYHBIN
KOMTIOHEHT B cTpome AlTA, uto B psine ciiyuaeB TpeOyeT
JTOTIOJTHUATEJTbHBIX METOIOB MCCIIENOBAHUS (OKPAIITMBAHMS

Puc. 1. Ouaeosviii adenomuos. Cmpenkoi nokazano omcymemeue amunuu
JHcene3ucmozo snumenust (OKpacka 2emMamokCulsuHom u 303urom, x400)

Fig. 1. Focal adenomyosis. Arrow shows the absence of atypical glandular
epithelium (staining with hematoxylin and eosin, x400)
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Puc. 2. Ioaun sndomempus 6e3 amunuu: a — OKpAcka 2emMamoxcuiuHoMm
u 303uHoM, x50; 6 — ummyHoaucmoxumuyeckas sxcnpeccus SMA

Fig. 2. Endometrial polyp without atypia: a — staining with hematoxylin and
eosin, x50; 6 — immunohistochemical expression of SMA

TJIAIKOMBIIIIEYHBIX BOJIOKOH C TIOMOIIBIO aHTUTEN K T/~
KOMBIIIIEYHOMY aKTUHY) (puc. 2, 3) [25-27].

Ipu HeoObxomumocTH npoBeneHus MudhepeHITMaTEHO-
TO MCCJIENOBAHUS C KAPIMHOCAPKOMOM M aIECHOCAPKOMOM,
a TAKKE TOJIMIIOM SHIOMETPHUS C aTUITMYECKON CTPOMOM Clie-
JIyeT 00paTUTh BHUMAHUE HA aTUTTHIO B CTPOMATIBHOM KOMIIO-
HEHTe OITyX0JI!, Tak Kak rpu AITA mommopdunsm Habmona-
€TCsI TOJIBKO B XKEJIE3UCTHIX CTPYKTypax (puc. 4) [28].

Hau6omee cnoxna muddepeHIaabpHas IMarHoCTHKA
C MMOWHBA3MBHOM aJIECHOKAPLIMHOMOM, TTOCKOJIBKY B CO-
ckobax sHmomMeTpus U pu ATTA, 1 TIpu ageHOKapIIMHOMeE
MOTYT MTPUCYTCTBOBATH XEJIE3UCThIE CTPYKTYPhI, BBICTIIAH-
HbIE aTUTTMYECKUM BIUTENIVEM, U MBIIIEYHbIE BOJOKHA.
B sToM ciydae HEOOXOOUMO MPUMEHUTH UMMYHOTUCTO-
XUMUYECKOEe OKPAIIIMBAHUE C OTIPEACTICHUEM TeX aHTUTEN,
KOTOpPBIE TIO-Pa3HOMY IKCIIPECCUPYIOTCS B 3pEJIOM MHO-
METPUM W TJIagKoMEIIedHOM KoMmmoHeHTe AITA. Tak,
H-caldesmon He OymeT 3KCIpecCUpPOBATHCS B CTpOME
ATTA, HO MBbIIIIEYHBIE BOJIOKHA MUOMETPUS OYAyT MO0
KUTENIbHBI B OTHOLUIEHUM 3TOro Mapkepa [9, 16, 29],
B TO € BPEMsI B TIEPBOM cllydyae OyIeT OTMEYaThCs MOJ0-
>kxutenbHast akerpeccusi pl6 u SATB2, He xapakTepHast IUTst
CTPOMAJTbHOTO KOMMIOHEHTA aneHokapiuHoMsl [30, 31].
B psine cirygaeB B auddepeHIMATbHON TMATHOCTUKE MO-
et momoub aKkcnpeccus CD10, xapakrepnast mist ATTA.
CrieyeT OTMETUTD, YTO B 00JIACTU MBILIEYHOTO KOMIIO-
HEHTa aZcHOKAPIMHOMBI (ITOMIeXKAIIeTO0 MHUOMETPHS)
MOTYT BU3YaJIM3MPOBATHCS MaJblIEBUIHBIE BHIPOCTHI
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Mopdonornyeckue mpu3HaKu, MOMOTAOIINE TTPOBECTH
nuddepentmansayio nuarnoctuky AITA ¢ mobpokauecT-
BEHHBIMU, TIPEIPAKOBBIMU U 3JI0KAY€CTBEHHBIMU COCTO-
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Puc. 3. Amunuueckas eunepnaasus 3H00Mempusi: @ — OKPacka 2eMamoKcu-
AuHom u 203unom * 100; 6 — ummyHnoeucmoxumuueckas sxcnpeccus SMA

Fig. 3. Atypical endometrial hyperplasia: a — staining with hematoxylin and

eosin, x100; 6 — immunohistochemical expression of SMA

Puc. 4. Adenocaprxoma. [lynkmupHoi cmpeaxoi nOKA3aHo HaAUYue amunu-
uecKUxX KAemoK 8 cmpome, CRAOWHOI CMPeAKoll — omcymcemeue amunuu
8 Jicene3ucmom Inumenuu (OKpacka 2eMamoKCUAUHoM u 303uHom, *200)

Fig. 4. Adenosarcoma. The dotted arrow shows atypical cells in the stroma,
the continuous arrow — the absence of atypical glandular epithelium (staining
with hematoxylin and eosin, *x200)

cTpoMEI, TTojioxkuteabHbele Ha CD10, KoTophle, 0mHAKO,
BCTpevaroTcst Wb B 5 % ciydaes (puc. 5) [32].
HecmoTpst Ha TO YTO B OOJIBIIMHCTBE Cly4dyaeB ISl
aJIeHOKapIIMHOMBI XapaKTepeH 0osiee BHICOKUI YPOBEHb
nposurdepaTuBHON aKTUBHOCTH (9Kcmpeccun Ki-67),
yeM st AITA, onmmpaThCcs Ha 3TOT MapKep He CTOUT, TaK
KaK AMarna3oH MOJIOXUTETbHO OKPAIIEHHBIX KJIETOK MO-
JKET OBITh OYEHb IIMPOKUM U B 3HAUUTENbHOU CTEIeHU
MMepPeKPEeIINBaCTCI MEXIY 3TUMU 2 TTopaxkeHUsIMU [9].

SIHUSIMU Y OTTyXOJISIMU, IPUBEACHBI B Ta01. 1.

Tabmana 1. Mopghoaoeuueckue npusnaku amunuueckoi nOAUNOUOHOL

adeHomuomol

Table 1. Morphological characteristics of atypical polypoid adenomyoma

1. Atunuyeckas
TUTIEPIUIa3Us
SHIOMETPUS

1. Atypical
endometrial
hyperplasia

2. MuouHBa3uB-
Has KaplLimHOMa
2. Myoinvasive
carcinoma

3. AneHocapKoMa

Y IOJIMII C aTUIIU -

YECKOU CTPOMOM
3. Adenosarcoma
and polyp with
atypical stroma

4. KapuuHocap-
KOMa
4. Carcinosarcoma

5. IMommn sHIO-
MEeTpHs

5. Endometrial
polyp

6. AeHOMIO3
6. Adenomyosis

7. AneHoMHrOMa
7. Adenomyoma

Het MbimeuHoit crpomsl. [TopaxkeHue
VIMEET IUIOCKYIO apXUTEKTYPY, IIpU pas3-
BUTUU B IIOJIUIIE OTCYTCTBYET IVIaAKOMBbI-
IIEYHBINA KOMIIOHEHT B CTPOME
No muscle stroma. The lesion has a flat
architecture, with development of the polyp
there is no smooth muscle component in the
stroma

q)paI‘MeHTBI MUHOMETPUS C MHBa3UBHOI
KapIMHOMOI JIeXKaT psiioM ¢ ¢parMeHTa-

MU KapLXHOMBI 0e3 MBIIIEYHOI TKaHH,
MOXET Ha6J'[IOI[aTI>CH JeCMoIlIasus
Fragments of myometrium with invasive

carcinoma lie next to fragments of carcinoma

without muscle tissue, desmoplasia can be
observed

BricTriika kene3 6e3 aTUnuu + TpaHc-
dopmatusa cTpoMsl (TTIOrpaHUYHAS] — T10-
JIUTI C aTUIIMYECKOM CTPOMOM, MM 37T0Ka-
YeCTBEHHas — afeHOCapKoOMa)
Lining of glands is without atypia + stroma
transformation (of borderline type — polyp with
atypical stroma, or malignant — adenosarcoma)

ATuIYecKas BBICTUIIKA XKeJe3 + 3J10Ka-
YyecTBeHHasl TpaHc(opMaLus CTPOMBbI
Atypical lining of glands + malignant
transformation of the stroma

HeT MbllI€4HO# CTPOMBI, B OCTAIBHOM
MOTYT OBITh OYEHb ITOXOXH
No muscle stroma, otherwise can be very
similar

®DparMeHTHI MBIIICYHOM TKAHM C Xa-
OTHUYHO PACIIOJIOKEHHBIMU XKEJI€3aMU
C BBICTWJIKOM O€3 aTUIuu
Fragments of muscle tissue with chaotically
located glands and a lining without atypia

JIEYEHWE 1 JTMHAMMWYECKOE

HABJITOJIEHWE

ITpu AITA Bo3MOKXHA ITPOTPECCHS B KAPIIMHOMY, XOTS
PUCK MeHBIIIe, YeM MPY aTUITNIEeCKOU TUIepIUIa3uu H-
nometpust (10 u 28 % cootBeTcTBeHHO) [6, 13, 33]. Puck
peunauBa AITA cocraBisier okono 30 % [3, 34]. Taxke
BO3MOXHO coueTanue AITA c atunueckoit runepruiasueit
(5,5 %) v sHIOMETPUOUIHOI KapLuHoMOii (5,9 %) [35, 36],
TTO3TOMY TPU OTCYTCTBUU HEOOXOMUMOCTH COXPaHEHUS
(hepTHITEHOCTH PEKOMEHIYETCS IIPOBEACHNE PATUKATHHOTO
OTEPAaTUBHOTO BMEIIATELCTBA (TUCTEPIKTOMUM). B TO ke
BpEMSI JOCTATOYHO OOJIBIIIOE KOJTMIECTBO XXEHIITMH HYX/1a-
I0TCSI B COXpAaHEHUU PENpPOAYyKTUBHON (yHKIMU (Oomee
80 % manuentok ¢ AITA — penpomnyKTMBHOTO BO3pacTa,
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Puc. 5. Conocmasnenue mopghonoeuteckoii u UMMYHOLUCMOXUMUHECKOU XAPAKMEPUCIMUK AMUNUYECKOI NOAUNOUOHOU A0eHOMUOMbL U MUOUHBAZUBHOLL
A0eHOKAapYUHOMbL: a, 6 — OKPACKa 2eMamOoKCUAUHOM U 303uHom, *50; 6, e — sxcnpeccus H-caldesmon; 0, e — axcnpeccus p 16; xc, 3 — sxcnpeccus Ki-67

Fig. 5. Comparison of morphological and immunohistochemical characteristics of atypical polypoid adenomyoma and myoinvasive adenocarcinoma:
a, 6 — hematoxylin and eosin staining, x50; 6, ¢ — H-caldesmon expression; 0, e — expression of p 16, xc, 3 — expression of Ki-67
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n3 KoTophix 0ojiee 60 % crpanarot 6ecrutonuem) [37, 38].
B 3TOM CiTydae BO3MOKHO IIPOBEIECHIE OPTaHOCOXPAHSIIO-
IIETo JICUCHUSI, XOTSI JaXKe B 3apyOeKHOM IUTepaType OT-
CYTCTBYIOT IMHBIC PEKOMEHIAIIMY 110 BeIeHUIO TTallieH-
Tok ¢ ATTA.

Cpeny METOIOB KOHCEepBAaTUBHOTO jJedeHus AITA —
TpaHCIIePBUKATbHAS PE3eKIMS (C ITOCICAYIOIIEe TOPMOHO-
Tepanuvei uim 6e3 TaKoBOi1), TOpMOHOTepanus (B TOM UK-
CJ1e TIPOJIOHTMPOBAHHAST), BRICKAOIMBaHUE (C TIOCIICIYIOIICH
ropMOHOTepaInuei uin 6e3 TakoBoit) [3, 6, 37, 39].

Hau6oiee 3(ppeKTUBHBIM U3 3TUX METOIOB SIBIISICTCS
TEeXHUKAa TPAHCIIEPBUKATLHOU Pe3eKIINN, TaK KaK JaHHBIN
TTOAXO IIPOIEMOHCTPUPOBAJI Han00Iee BEICOKUIA TTePBUY-
Hblii otBeT — 99 % (77 % npu ropMmoHorepanuu, 75 %
IIpY BBICKAOIWBAHNM), HU3KUI IIPOTrpecc B afeHOKAPIIH-
HoMy (5—10 %), 4TO CylleCTBEHHO HMIXE, YeM IIPU rop-
MoHotepanuu (70 %). YpoBeHb HACTYILIEHUS] OepeMeH-
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HocTu gocturan 21 %, XoTs 1o JaHHOMY I10Ka3aTelio
MEX]Y BbILLIEYITOMSIHYTBIMU METOAMU Pa3IUUUii HE Bbl-
apieHo [6]. Cpeau Xupypruyeckux pa3HOBUAHOCTEH
TpaHCILEPBUKAIBHONM pe3eKIINN HAWIYIIINEe Pe3yIbTaThl
C CaMOM HHM3KOW MPOrpeccueil IMpoaeMOHCTpUpOBaIa
4-cTyrieHYaTasi pe3eKIus, BKIoJaiomast pesekmmio AlTA,
ynajeHue 3—4 MM 3HIOMeTpus, npuiexaniero K AITA,
ymajgeHue 2—3 MM Iouiexaniero MmuoMetpus (rmom AITA)
U MYJIBTHGhOKATIbHYIO OHOIICUIO SHIOMeTpus [6, 39].

Hawnbonee appeKTMBHOI cTpaTerueii mocieorepany-
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KOTOpBIE HEOOXOIMMO MTPOBOINUTH KaXIble 3 MeC B TeUe-
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BBEJIEHUWE

Ha noifo HeMHBa3WBHBIX MTAITMJUISIPHBIX YPOTETNATb-
HbIX KapUuHOM npuxoautcst 70—85 % repBUYHOIO paka
MoueBoro my3eipsa (PMII) [1]. Cuctema KIMHHUIECKOM
OLICHKU M CBSI3aHHBIC C Heil TaOIMIIBI PUCKOB, pa3pado-
TaHHBIe EBporeiickoif opraHu3ainei 1o uccieq0BaHrIO
u jgedeHnio paka (EORTC) u mmpoko mpuMeHsIeMBIe
B KJIMHA4YeCKO# npakTuke ¢ 2006 I., 4eTKO MOATBEPXKIAIOT
POJIb TUCTOJIOTUIECKOM rpagaliii Kak OCHOBHOTO ITPOTHO-
CcTIYEeCKOro (hakTopa IMporpeccupoBaHms mpu 5- u 10-ret-
HeM HaOmoneHuu [2]. B HacTosee BpeMs THCTOJIorndecKast
Tpamatysi SIBIsIeTCsT HanboJjiee BaXKHBIM TTPOTHOCTIIECKIM
axTOpOM TSI HEMBIIIEYHO-MHBAa3MBHOTO Paka MOYEBOTO
my3eipss (HMUPMIT).

KITACCUDUKALIM BCEMUPHOM

OPI'AHM3ALIMHM 3APABOOXPAHEHMA

[epBas knaccuduKaLys OmyxoJieii MOYeBOIo ITy3bIpsI
BcemmpHoit opraruzaruu 3apaBooxpadeHust (BO3) Boimr-
ma B 1973 1. [3]. D1y KmaccuUKaIIAIO C YCIIEXOM IIprMe-
Hsut 6oJiee 30 set. JlaHHbIE MOJIEKYJISIPHO-TEHETUYECKUX
KCCIIeI0OBAHUI MPUBEJIU K TIOHMMAHUIO, YTO NANWLISIPHBIE
ypOTeIraabHble OMYXOJIM Pa3BUBAIOTCS IO IBYM Pa3HbIM
MMaTOreHeTUYECKUM MEXaHU3MaM U JEJISITCS Ha TeHeTrYe-
CKU cTabuabHble U HecTaOmiabHble. [laToreHeTHUECKME
MEXaHU3MBbI Pa3BUTHSI OIYyXOJIei OTPaXKAIOTCS Ha UX MOP-
(donornueckom crpoenun. Ha ocHoBanuu atoro B 1998 .
BO3 u MexnyHapomnHoe o6111ecTBO yporatosoros (ISUP)
BIEPBbIE MPEMIOXUIN TMCTOJOTUYECKYIO KiaaccuduKa-
LINIO, Pa3IeISIONIYI0 HEMHBA3WBHBINA MAMJUISIPHBIA YPO-
TeJIMANIbHbINA paK Ha 2 OOJIbLINE TPYIIIbl — HU3KOM CTele-
HU 3J10KaYe€CTBEHHOCTH (F€HETUYECKU CTAOMIIbHbBIE)
U BBICOKOI CTEINEHU 3JI0KAYeCTBEHHOCTU (FeHETUYECKU
HeCcTaOWIbHEIE) [4].

B 1999 1. BO3 nipenioxkuiia eine ogWH BapUaHT KJlac-
cuduKaLun, MPaKTUYECKN UIEHTUYHbINA MPEII0KEeHHOMY
rofoM paHee. Paznuune 3akii04aioch JIMIIL B TOM, 4TO
ManwuisipHble ypOTeIUalbHble KapLIUMHOMBI BBICOKOM
M HU3KOM CTENEHU 3JI0KAYeCTBEHHOCTHU JOMOJHUTEIbHO
nmenvv Ha 3 rpagaunu (G1, G2 u G3) [5]. Joaroe Bpems
knaccudukauusgs HMUPMII octaBamack mpeaMeToM au-
ckyccuu. Ha xoH(pepennum B . AHKOHe (11—12 Mas
2001 r., MUranmus), mocBsimieHHOM Kitaccudukanuu PMIT,
00cyxaaau camMble 310001HEBHbBIE BOIIPOCHI:

— I[pumMeHUMBbI 11 MOPGHOIOrNYECKIE KPUTEPUH CXEMbI

BO3 1973 ma BO3/ISUP 1998 u BO3 1999?

— Kakasg u3 xnaccudukaunii — BO3/ISUP 1998 miu

BO3 1999 — uMeeT IydIryr0 BOCIIPON3BOINMOCTD?

— OcymectBimMa 11 TpaHcopmarmst cxem BO3 1973

B BO3/ISUP 1998 1 BO3 1999, u ierko jiv 310 cenars?

— HackojibKo MHOTO KIIMHUY€CKO 1 IIPOTHOCTUYECKOM

nHpopmamu B cxemax BO3 1973, BO3/ISUP 1998

u BO3 1999?

Ha sr1oi1 kxondpepenuu D.G. Bostwick u G. Mikuz
MPeACTaBIISLIYM MHEHE GOJIbILIMHCTBA WICHOB, CUMTAIOLINX,
YTO KJIacCU(puKalys NanWLISIPHBIX YPOTEIUATIbHBIX HO-
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BooOpa3oBaHuii, pa3padboranHasg BO3 B 1973 1., mo-npex-
HEeMY IIPEBOCXOIUT BCE CYIIECCTBYIOIINE aTbTePHATHUBEI
(Bxmouas BO3/ISUP 1998 u BO3 1999), xots 6610 ObI
TOJIE3HO HECKOJBKO YTOUHUTH TUAarHOCTUYECKUE KPHUTe-
pun [6].

A C. Busch u E Algaba orcranBan MHeHME MEHBITH-
CTBa, CYUTAIOIIETO poIh Kitaccupukaimiit BO3/ISUP 1998
1 BO3 1999 BaxxHOI, 1 yKa3bIBAJIM Ha OTCYTCTBHE B KJIac-
cudukanyy BO3 1973 yeTKuX TIpaBmI TS pa3rpaHIICHIS
onyxoyeit G1 n G2, a takke G2 1 G3, B CBSI3U C 4YeM
o6onbinHCcTBO ciiydaeB HM M PMII oka3biBanuch B KaTe-
ropuu G2 [7].

Hecmotpst Ha a3t ciopsl, 3 roma cmoycets (2004 1)
BBIIIO 3-¢ m3maHue Kiaaccudukanuu BO3, B koTopom
OCTaHOBWJINMICH Ha OMHAPHOM ITOJIXO/IE, OTPAKAIOIIEM 2 OC-
HOBHBIX MOJICKYJISIPHBIX ITYTH 3BOTIOLNHI YPOTEIUATBHBIX
onyxoueit. [Tocnenytomue 4-e (2016 ©.) u 5-e (2022 r.) us-
JTaHWST OCTAJIUCh Ha TeX XXe mo3unusx [1, 4].

OXuIanoch, YTO HOBasl KJIAaCCHU(MUKAIUS TTO3BOJIUT
0oJree YETKO pa3de/NTh MTAIIMEHTOB Ha 2 TPYIIIHI (C OITy-
XOJISIMU HU3KOM WJIA BEICOKOM CTEIIEHH 37I0KaYeCTBEHHO-
CTH) C YETKO OIpeneIeHHBIMA PEKOMEHIALIMSIMHU TI0 JIe-
YeHUIO U TocieayiolemMy Haomonenuo. Ho yxe Gomee
yeTBepTH Beka (¢ 1998 1) He yTUXaioT CIIOPHI O 3HAYMMO-
CTH 3TUX IBYX MOIXOMOB, IPEUMYIIECTBAX M HEIOCTAaTKaX
Kaxmoro. Ha HacTosImmii MOMEHT MHOTHE OHKOYpPOJIOTH
1 TIaTOJIOTOAHATOMBI MCITOIb3YIOT OMHOBPEMEHHO 00€ CH-
CTEMBI.

Ha mpoTsokeHrm MHOTHX JIET UCCIIe0BATEeI CPAaBHM -
Baym Kinaccudpukauumyn BO3 1973 u BO3 2004, moxygas
MIPOTUBOPEUYNBBIC pe3ynbTaThl. Tak, Z. Chen u coaBT. TIpo-
BEJIM PETPOCIIEKTUBHOE HCCIeIOBaHNE Ha MaTepuaje
oT 348 maunenToB ¢c HMUPMII. ITatunernss 6e3penu-
nuBHas1 BekuBaeMocTh i G1, G2 1 G3 cocraBuna 82,1;
55,91 32,1 %, a 5-1eTHsIsI BBLKMBAeMOCTh 0€3 IIPOrpeccu-
poBanus 95,9; 84,4 1 43,3 % cooTBeTcTBeHHO. [1sTHITET-
HSIs Oe3pelMANBHAS BBDKMBAEMOCTD TIPY MAIIIISIPHOMN
YPOTEIUATBLHON OITyXOJIM HU3KOI'O 3JI0KAYeCTBEHHOTO
noreHnuanza (PUNLMP), nanumisipHOM ypoTeInaibHOM
pake HU3KOM cTereHn 3mokadectBeHHOCTH (PUCLG)
1 TTANUISIPHOM YPOTEINAILHOM paKe BBICOKOM CTEIICHU
3nokadyectBeHHocTu (PUCHG) cocraBuna 69,8; 67,1
1 42,0 % COOTBETCTBEHHO, a 5-JI€THSSI BHIKMBAEMOCTh
6e3 nporpeccupoBanus — 100,0; 90,9 u 54,8 %. Ha ocHo-
BaHUM ITOJTYICHHBIX JAHHBIX aBTOPHI IIPUIILIA K BBIBOLY,
YTO IJII TIPOTHO3MPOBAHUS IIPOTPECCUPOBAHMS OITyXOJIN
3¢ deKTUBHEBI 00¢ KiTaccuPuKaIiy, a It TPOTHO3MPOBa-
HUd peunnnBa bonee apdekTnBHa Kitaccudpukamysg BO3
1973 [8].

KATETOPUS KAPLIMHOMBI BEICOKOM

CTEINEHU 3/IOKAYECTBEHHOCTH

K xapumHOMe BBICOKOI CTeTICHH 37T0Ka4eCTBEHHOCTH
(PUCHG) otHOCsT Bce omyxonu G3 1 yacTh omyxoseit G2
ro xiaccudukanuu BO3 1973. B oty rpyrmimy BXoOsT mpa-
KTU4ecKu Bce ornyxoau pT1 craguu. Takum odbpa3oM, 3T0O
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HE COBCEM OIHOPOIHA IPYIIIA, KAK XOTEJIOCh Obl, IOTOMY
yro rpynmna PUCHG 6oiee mmpoxast, uem rpyrma G3, u,
COOTBETCTBEHHO, OoJiee reTeporeHHast. W. Otto 1 coaBT.
MpoBe/iu cpaBHeHue 10-j1eTHel omyxosecrnennpuyecKoi
BezkuBaeMoctu (OCB) maneHTOB TPy KapIIMHOMAX BbI-
COKOI1 CTEIEHHU 3/I0KAYeCTBEHHOCTH, pa30KB X Ha TPYIIIIbI
G2 u G3, ¥ onyYwIn ClienyIolnii pe3yisTrar: 84 % B 00-
meit rpynme (PUCHG), 96 % nipu G2 u 78 % nipu G3.
Takmm o6pa3om, mporHo3 mwist oomeit rpyrmsl PUCHG
HaxoauTcst MexXmy mporHo3oM it rpyrit G2 u G3. ABTOphI
cAestany BeIBoJ, uTo Kitaccudukaiyst BO3 1973 6omee moa-
XOIUT ISl OLIEHKU OIYyXOJIeii, TaK KaK OIpeae/isieT MUHU-
MyM 2 IIPOrHOCTUYECKUE TPYIIIIbI, TOAA KaK KiIacCU(pUKa-
s BO3 2004 Takoit BO3BMOXHOCTH He faeT [9].

K Takum xe BoiBogaM npuiiii B. Guan u coast. 8 et
CIYCTSI, TIOJYYMUB MOKa3aTeau OOLIei BbIXKMBAEMOCTU
u OCB, KOTOpbI€ 3HAYUTEIbHO OTIMYATIUCh MEXIY IPYII-
mamu G2, G3 u o6ieit rpynmoit PUCHG (OCB: p =0,003;
ob6mas BerkuBaeMocTh: p = 0,009). [Tokazatenu OCB
3a 3 roma cocraBuau 87,0 u 76,0 % mnst G2 u G3 coor-
BerctBeHHO 1 80,0 % migs PUCHG B cooTBETCTBHM C CH-
cremoii 2004 r. AHau3 mpoBeu Ha 458 ciayyasx, U3 Ko-
TopbIx y 325 (71,0 %) nmanmeHTOB ObUI UAarHOCTUPOBAH
PUCHG [10].

[ManwiisipHble ypOTeIUaabHbIe KAPLIMHOMbI, THBA3K-
pylole co0CTBEHHYIO TacTUHKY pT1, mporpeccupyor
0 MbIleyHo-uHBasuBHOro PMII B 21-50 % cayudaes.
Bonee Toro, 34 % nauyeHTOB ¢ IepBOHAYAILHOM CTamuei
T1 ymuparot ot 3Toro 3aboneBanus [11].

B rpynmy pT1 Bxonsar npenmymectBenHHo PUCHG
nmo BO3 2004 n He3nauntenbHoe KonmyectBo PUCLG,
a cornmacHo kKimaccudukanmy BO3 1973 — kaprmHOMBI G2
n G3. B pabore W. Otto 1 coaBT. HU OIWH U3 CIIy4aeB
HMMUMPMII pT1 He 6b11 kinaccuduimponsaH kak G1, 36 %
OobuTH KiTaccuduimpoBadsl Kak G2 u 64 % — xak G3
no knaccudukaum BO3 1973. B cooTBeTcTBMM C KJac-
cudukanneii BO3 2004 tonbko 4 % ornecau K PUCLG,
a 96 % — x PUCHG [9]. Knaccudukauus BO3 1973
oIpenelIsieT MUHIMYM 2 IporHocTudeckue rpymnisl (G2
u G3) npu omyxossix pT1, Torma Kak 1Mo KiiaccupuKammm
BO3 2004 onu Bxomat B ogHy rpyny PUCHG [9].

Van de Putte EEF u coaBT. mpoaHaau3upoBainu MaTe-
pya M pe3yabTaThl TpaHCcypeTpanbHol pesekuuu (TYP)
ot 601 manueHTa, MPOXOAUBILETO JICUEHHUE 10 ITOBOAY Iep-
nyHoro HMUWUPMII pT1 B 4 yHUBEpCUTETCKUX OOJTBHU-
Lax 3a 27 jeT, U MOJY4YWIM COIOCTAaBUMbIE PE3YJIbTAThI.
CornacHo cucteme BO3 1973 1. 188 (31 %) onyxoseii Obi-
i KiaccuduimpoBanbl Kak G2, a 413 (69 %) — kak G3.
Hu onna u3 omyxosneit He Obl1a onieHeHa Kak G 1. Cormac-
Ho cucteme BO3 2004 1. 554 (92 %) ormyxosiu ObUTA OTHE-
cenbl K PUCHG, B To Bpems kak 47 (8 %) 6b11u PUCLG.
OnyxojeBocrelnduueckast BLLKUBAEMOCTb IIPU S-JIETHEM
HaOmoneHun coctaBuia 78 % y nanuenTtoB ¢ G3 u 96 %
mpu G2 (p <0,001). CornacHo knaccudukanuu BO3 2004
5-netusass OCB cocrasuia 83 % mia PUCHG 193 % nna
omyxoseit PUCLG (p = 0,292). Kpome Toro, ormyxonu G3
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yale UMeJId COMYTCTBYIOLIYIO KapLuuHoMmy in situ (40 %),
yem onyxoau G2 (17 %, p <0,001). AHamOrMYHBIM OGpa-
3oM nipu PUCHG BBIIBISIIM KapLUMHOMY in Situ daiie
(34 %), yem PUCLG (19 %, p = 0,040) [11].

D. Cao u coaBr., uccienonas omyxonu Ta, T1 u T2,
chenany BeIBoj, 4yTo Kinaccudukamusg BO3 2004 nmpencka-
3bIBaeT PELIMINB U IIpOrpeccupoBaHme Jaydine, yeM BO3
1973 [12]. M. Burger 1 coaBT. ITOKa3aJIi, 9TO 00€ KJIaCCH-
UKaLMU SIBIISTIOTCS HE3aBUCUMBIMU IIPEIUKTOPAMMU IIPO-
rpeccupoBaHus cTaguu ajs omyxoneit Tam T1 [13].

Pak moueBoro ny3wipst pT1 siBisieTcs XapaKTepHOM
dopmoit HMUPMII ¢ BBICOKMM pUCKOM MPOTPECCUpPOBa-
Hug [3, 5]. [IporHO3 B 3HAUMTEIHLHON CTeTIeHU 3aBUCUT
OT CTEIIEHM 3JIOKAYEeCTBEHHOCTH OmMyxojn. OmHAaKO 3TO
IMPOTHOCTUYECKOE 3HAYCHIE OCHOBAHO Ha MCCIICIOBAHMSIX
¢ ucnoab3oBaHmeM cucteMbl BO3 1973, B To Bpemd
Kak B Hacrostee Bpemst BO3 pekoMeHIyeT UCITOIb30BaTh
cucremy 2004 [6, 7,9, 11].

ITpu ncnons3oBanuu cuctembl BO3 2004 mpakTrueckn
Bce ormyxoiu okasbiBatores B rpyriie PUCHG ¢ oueHb He-
3HaunTeNIbHBIM KonmuecTBoM PUCLG. Takum obpasom,
nojryyaetcst 1 rpyria 6e3 crpatiduKalyu 1o IIporHosy. Pe-
synsrathel E.E. E van de Putte u coaBT. mokasaiu, 4To Kjiac-
cudukats BO3 1973 obmamaeT BBICOKOM MPOTHOCTIYIECKOM
cnocooHocThio ipyu HMUWPMII pT1, B TO BpeMst Kak Kiac-
cudpukanusg BO3 2004 TakoBoit He obmagaeT. ABTOPHI yKa-
3BIBAIOT Ha TO, UTo Kiaccudukanusg BO3 1973 He Moxer
OBITh 3aMeHeHa Kitaccrdukanyeir BO3 2004 B KIIMHNMYECKIX
pekomeHnanusx it HMUPMII. HenocrarouHast mporHo-
cThYeckas HeHHocTh kinaccudukanuu BO3 2004, ckopee
Bcero, 00ycIoBIeHa KpaiftHe HeOOIbIIIMM KOJIMIECTBOM OITy-
xoneit PUCLG pT1, 4To mpuBeNIoO K MOYTH OTHOYPOBHE-
Boii cucteMe kiaccudukauu (pT1 PUCLG 8 % npotus
pT1 G231 %) [11]. OcobeHHO 3TO KacaeTcsl ypoTeIraabHbIX
OITYXOJIei BEpXHETO0 OTIeIa MOYEBOTO TpaKTa, TAK KakK 00JTb-
I1asT 9aCTh HEMBIIICYHO-MHBA3MBHBIX KAPIITHOM SIBJISTIOTCST
PUCHG mo knaccudukaunm BO3 2004.

YportenuanbHas KapLIMHOMA BEPXHUX OTAEIOB MOYe-
BOTO TpaKTa — PEIKOe M arpecCMBHOE 3J10KaUYeCTBEHHOE
HOBooOOpa3zoBaHMe. He3aBUCHMO OT CTaguu CTEIIeHD 3710~
KayeCTBEHHOCTH OITyXOJIM SIBJISIETCS HamOoJiee BaXKHBIM
MMPEIUKTOPOM CMEPTHOCTH OT paKa y STUX IAIlMeHTOB
[8—12]. B 4271 cayyae, BoisiBAeHHOM ¢ 2010 1o 2016 .,
cornacHo cuctemMe BO3 1973 r, 3,1 % ObLin OTHECEHBI
K kateropuu G1, 10,2 % — x xareropuu G2 u 86,7 % —
K kateropun G3; B TO Xe BpeMs, cornacHo cucreme BO3
2004/2016 rr., 11,9 % OblLIM OTHECEHBI K KAaTeropuu
PUCLG, a 88,1 % — xk PUCHG. B nocieaHem pyKoBO -
ctBe EBpomeiickoit accoumamuum yposoroB (EAU)
IJIST YPOTEJINAJIbHOTO paKa BEPXHUX OTIAEJIOB MOYEBOIO
TpaKTa MpeaiaraeTcs MCIoIb30BaTh 00e cucTeMEl [14].

KATETOPUS KAPLIMHOM HU3KOM

CTEITEHU 3/TOKAYECTBEHHOCTU, PTA

B rpy1imy kKapiimHOM HUA3KO# CTEIIEHN 37I0KAa4eCTBEH-
HOCTHU BOIIJIM OITyXOJ1, KOTOpkle 1o cucteme BO3 1973
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otHOCcAT K G1 1 G2, 4TO AeaeT 3Ty TPyNIy HEOTHOPOI-
Hoii. B 2011 . E Pellucchi u coaBT. Ha OCHOBaHUY N3y4eHUS
Mateprana TYP or 270 manyeHTOB IMOKAa3aJIv, YTO CTEIIeHb
muddepeHipoBku (G) TOYHO TpeacKa3bIBaia pUCK pe-
muauBa nipu nepsuaHoM PUCLG pTa nmpu ognHaKOBBIX
nepsudHoM (TYP) 1 amploBaHTHOM JiedeHUH (OTHOKpPAT-
Hasl HeMeIJIeHHas T10C/IeoTepallioOHHAsT MHCTUJIISIINS
TeM Xe TpermaparoM) [15]. Tak, 5-1eTHsS Oe3peuauBHAS
BeDKMBaeMocTh B obmeit rpynme (PUCLG) cocraBuia
49,4 %, a B moarpymnmnax G1 u G2 — 62 u 40 % coorBeTCT-
BeHHO. [1STHIIeTHSIA BEDKMBAEMOCTD O3 IpOorpeccrupoBa-
Hust cocTaBuia 93 % B oOLueit rpymme 1 97,6 u 93,3 % s
rpyrm G1 u G2 cooTBETCTBEHHO. AHAJIU3 MCXOIOB B IV~
POKOIi OTHOPOAHOH MOITYJISILIMI TTIEPBUYHBIX OITyXoJieil pTa
noxasai, 4yto cucteMa kKinaccudpukanuu BO3 1973 mo3Bo-
JIsIeT 60J1ee TOYHO IIPOTHO3MPOBATh PUCK PEIIUINBA ITOCIIE
TYP npu nnepsuunoM nanmwuisipiom PUCLG. Ho o6e
KJ1acCU(UKAIIUY OMMHAKOBO TOUYHBI IIPU IIPOTHO3MPOBA-
HUU pUCKa mporpeccupoBanus [15].

M.R. Downes u coaBT. He HaOJIOIAAN PaA3IUIUNA
B IIPOTPECCUPOBAHNH B 2 TPYIIIaX ¢ HAUMEHBIIIEH cTere-
b0 3mokayecTBeHHOCTH (G1-PUCLG n G2-PUCLG).
Ho puck petuauBrupoBaHus He oLeHUBanu [16].

I[TPYUMEHEHHWE OBENX CUCTEM

C. Colla Ruvolo u coasnrt. uccnegoaau OCB mpu
HMMPMII B cBere xiaccudukanmii BO3 1973 u BO3
2004 Ha ocHOBe M3ydeHUs TaHHbIX 35986 maumenToB. Co-
oTBeTcTBeHHO Kinaccudukaumu BO3 1973 1. 22.7 % Oblin
otHeceHnl K G1, 47,6 % — x G2 u 29,7 % — x G3,
a 1o BO3 2004/2016 69,4 % 6butu otHecensl kK PUCLG
1 30,6 % — x PUCHG [17]. ABTOpBI cejiaiu BEIBOI, YTO
CO CTaTUCTUYECKOU TOUKM 3peHUs Kiaccudukamnus BO3
2004/2016 rimeeT HeOOJIbIIIOE, XOTs OLIYTUMOE IIPEUMY-
mecTBo Han Kiaccudukamueit BO3 1973. OnHako aBTOpHI
HE paccMaTPUBAIX IIEHHOCTh 3TUX CUCTEM IS IIPOTHO3a
pPeLIMINBAPOBAHUS M TIPOTPECCUPOBAHYIS.

B psime paboT aBTOPHI CCieq0BaI OMHOMOMEHTHOE
HCITOJIb30BaHME 00enX cucTeM. B HemaBHeM KpyITHOM
nccnegoBanu B.W. G. van Rhijn u coaBT. moka3zanu,
YTO 00e CUCTeMBI OBLIN 3¢ (GEKTUBHBI B IIPOTHO3€ TIPO-
rpeccupoBaHUs, HO He peuuauBupoBaHusi. [Ipu sToM
MpOoTrHOCTUYeCcKas LIeHHOCTh Kiaccudukanuy BO3 1973
ObI1a BhIIIE, YyeM Kitaccudukanum BO3 2004. A omHo-
BpeMEHHOE MCIIOIb30BaHIE 00eMX CUCTEM WIH 4-ypOB-
HeBas komonHarusa (LG/G1, LG/G2, HG/G2u HG/G3)
okasajach 0ojiee 3¢ GEeKTUBHOM, ITOCKOJIBKY OEIUT ITa-
mueHnToB G2 Ha 2 moarpynmsl (LG 1 HG) ¢ pasHeiMu
nporHo3amu [18]. Takue xe pe3yabraThl TOAYIUIN U IpYy-
rue aBTopHI [12, 13]. C-uHmekc Xappeiuia B OTHOLICHUN
MIPOTPECCUPOBAHMSA TOKA3al TOCTAaTOYHYI TOYHOCTH
11T KOMOMHUpOBaHHOTO TToka3aress BO3 1973/2004 rt.
n BO3 1973 1. m HU3KYy10 TOYHOCTH 111 BO3 2004 1. [18].
CnenmoBaTenbHO, Tekymasa pekoMmeHmanus EAU mo
HMMWPMII ucnonb3oBaTh 00€ cucTeMbl KiiaccupuKalum
BO3 ocraercs akTyaJabHOIA.
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F Liedberg u coaBrt. [19]  Reis LO u coasr. [20] mox-
YepKHYJNA BaXXHOCTD ompeneieHus rpynisl G3 mis mpo-
THO3a peLMIUBUPOBAHUS U IIPOTPECCUPOBAHNS 3a001eBa-
HUSI, 9YTO CBUIETEIBCTBYET B MOJb3y MCIOJIb30BaHUS
kinaccupukanmy BO3 1973 wim koMOMHAIMY Kiaccubm-
kanumit BO3 1973/2004, a He ogHoti cuctemsr BO3 2004.

Cxoxkue pe3yabTaThl ObLTY TToyueHbI U R.J. Sylvester
1 coaBT. [2]. B 3ToM nccnemoBaHUy peacTaBIeHbl 0OHOB-
JICHHBIE TPYIITHI PHCKA IIPOrHOCTHYIECKMX (DakTopoB EAU,
KOTOPBIE MOXKHO HMCIIOJIB30BATh IS JICUCHUSI 1 TIOCTICIY-
IOIIETO HaOMoaeHYsI TarieHToB. C ydeToM KilacC(prKaIIiz
BO3 2004/2016 u 1973 Gbu1a ompeaeieHa HOBasl IpyIina
oueHb Beicokoro pucka (PUCHG, G3), koTopyio yposo-
T'Yl TOJDKHBI OTIEPaTUBHO OIIEHUTH U TIPY HEOOXOTMMOCTH
aganTAPOBATh CBOIO TEPAIIEBTUYECKYIO CTPATETHIO.

B uccnenosannu M.R. Downes u coasrT. [16] nzyunin
2 xoroptsl omyxoineil Ta/T1 u3 2 pa3Hbix 0oapHMIL (343
MalyeHTa U3 OAHOM GOJBHULBI U 266 MALMEHTOB U3 APY-
roit). IlpoBenn aHaIM3 MPOTHOCTUIECKON 3HAYMMOCTHU
nporpeccupoBanusa cucreM BO3 1973, BO3 2004, ru-
OpumHOI TpexypoBHeBoM KoMOmHanuu BO3 1973/2004
U rubpuaHoIi 4-ypoBHeBoit KomOuHauuu BO3 1973/2004.
IMockonbky B Kateroput PUCLG mexny G1 1 G2 He Ha-
OJTIOMaNIA pa3IMIMil B IPOTPECCUPOBAHUM, aBTOPBI TIPE-
JIOXKWJINA IJISI PYTUHHOTO HMCIIOJIb30BaHUS THOPUIHYIO
3-ypoBHeByI0 kKoMmOumHamuo BO3 1973/2004. OgHako
aBTOPHI B 3TOI paboTe He CTABUJIM BOIIPOC O TIPOTHOCTH -
YeCKOM 3HAYMMOCTH KJIACCU(DUKAIINNA TSI peMINBAPO-
BaHMUSI.

B omHoM u3 mocienHux mccienoBaHumii S. Jahnson
M COaBT. OLICHUIM MaTepuas oT 769 nauueHToB. Peliuaus
otMeueH y 484 (63 %) GONbHBIX, IPOrPECCUPOBAHUE —
y 80 (10 %) [21]. ABTOpBI MpUMEHWIN 4-YPOBHEBYIO KOM-
ounanmio BO3 1973/2004 st HeMHBA3WBHOTO TTATTILISIP-
HOTO ypOTeINaIbHOTO PaKa. PeranBEI yalie BCTpevaarch
TPV MHOXXECTBEHHBIX U 00JIee KPYITHBIX OIYXOJISIX 1 OITy-
XOJISIX 00Jiee BBICOKOI CTENEeHM 3JI0KAaYeCTBEHHOCTHU
(G2LG, G2HG u G3). [IporpeccupoBaHue daiie HaOIIO-
nanv B 6osee KpynHbix onyxonsix — T1, G2ZHG u G3.
IMpuMmeuaTenpHO, yTO B TpyIne G2 peluauBhI M IPOrpec-
cupoBaHue Berpevanuch vaie npu G2 HG, yeMm B rpyri-
ne G2 LG [21]. Takum 06pa3oM, aBTOPHI BBIIETUIN 2 TIO-
rpyrmbl G2 — G2 HG 1 G2 LG — 1 monyyuiu aydiui
ncxon B rpynmne G2 LG, a TakKe OTMETWIN BaXXHOCTb
BeIneneHus omyxojeit G1 n G3. KoMOnmHMpOBaHHASI CHC-
tema BO3 1973 /2004 B nx mcciie1oBaHNUM TT0Ka3ajia boee
BBICOKYIO TOYHOCTD ITPOTHO3MPOBAHUS PEIMINBA, TIPO-
TrpecCUPOBaHUS U cMePTH, YyeM cuctembl BO3 1973 wim
BO3 2004 o otnenpHOCTH. TakiM 00pa3oM, B KIIMHUYE-
CKOI TPaKTHKE MOXET OBITh MPEAITOYTUTEILHBIM 4-YPOB-
HeBasi cuctema (couetanre BO3 1973/2004) [21].

A Bor moOasnenue oueHku BO3 2004 k momenu
BO3 1973 He ymy4laeTr ee MPOrHOCTUIECKYIO IIEHHOCTD
st ormyxoneii pT1 [11].

HeiictByrowune pykoBonsiue npuHiumnsl EAU pexo-
MEHIYIOT MCTIOIb30BaTh KaK Kiaccudukanuu BO3 1973,
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TaK 1 kKinaccudukarmu BO3 2004 /2016 ast onpeneaeHust
IpyIn pucka. B rpymnmmax BEICOKOTO M O9eHb BBHICOKOTO
pPYICKa IPH TIPUMEHEHUH 00eHX KJIacCHU(PUKAITNIA OKa3bI-
BaeTCsl MEHBIIIE IMAIMEHTOB, YeM B OOBITHOM TPYIITIE BbI-
cokoro pucka EAU (22 % nipotus 27 %). B rpynnax pucka
o BO3 2004/2016 u 1973 BepOSITHOCTD ITPOrpecCUpOBa-
Hus yepe3 5 et coctaBuia 40 u 44 % B HOBBIX IPYIIIIaxX
BBICOKOTO M OY€Hb BBICOKOTO pHCKa COOTBETCTBEHHO
110 cpaBHEeHUIO ¢ 12 % B TeKyllieii IpyIiie BbICOKOIO pUcKa
EAU. Opnako B rpymme Hu3koro puicka BO3 2004 r. oka-
3bIBaeTCs OOJbIIIE MaleHTOB, TTockKoabKY PUCLG BKITI0-
yaeT Kak onyxoau G1, Tak u HekoTopble omyxonu G2

—_
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KoHnTakTel: [apba AnekcaHaposHa Macnosckas darya.maslovskaya@hotmail.com

BocnanutenbHas MmuodubpobnacTuyeckasn onyxonb Tena MaTku NpefcTaBnser co6oi peakoe HoBOOOPa3oBaHMe, XapakK-
Tepusylolleecs pasHoobpasuem MOPGhOIOrMYECKUX NPOSBAEHUIA U UMMYHOTUCTOXUMUYECKOTO Npotduns. bonbwuHcTBO
TaKnx onyxoneii UMeIoT 6NaronpUATHLIA NPOrHO3, OAHAKO B YACTU CIyYaeB ONyXONb JEMOHCTPUPYET arpecCMBHOE NOBe-
AeHWe, peLnanBUpYeT U MeTacTasnpyeT. IKCNpeccus MagKoOMbIWEYHbIX MapKepPOB YCNOoXHAET AuddepeHunanbHyio au-
arHOCTUKY C MafKOMbILEYHbIMU ONYXONAMU, TAKUMMN KaK MafKOMbILLEYHAA ONyX0b C HEONPEAENEHHbIM 3/10Ka4YECTBEHHbIM
noTeHLManom u neiommocapkoma. Ikcnpeccus ALK B 60bLIMHCTBE ONUCAHHBIX CTy4YaeB UMEET BaXHOE AMArHoCTUYECKoe
3HaueHue, oaHako nyn ALK-HeraTueHbIX BOCNannUTeNbHbIX MUOPUOPOBNACTUYECKUX ONYXOJeil MOXET 0CTaBaThCs Hepac-
NO3HaHHbIM. [IpefCTaBAEHHbIN Cay4al LEMOHCTPUPYET TPYLHOCTU MOPMONOrMYECKOA ANATHOCTUKM BOCNANUTENbHOM
MUODMOPO6AACTUYECKON ONYXONN C OMUHUPYIOWMUM BEPETEHOKIETOYHBIM BAPUAHTOM CTPOEHUS U HEBbIPAKEHHbIM
BOCManuUTeNbHbIM MHGUALTPATOM. TOYHAs AUATHOCTUKA UMEET KKYEBOE 3HaYeHue Ans BbIGOPa ONTUMANbHON TaKTUKMU
NIeYeHUs, NOCKOMbKY NaLMEHTbI C arpecCUBHbIM BapUaHTOM TeyeHus 3ab6oneBaHus MOTYT NoJlydyaTb TapreTHylo Tepanuio
MHIMOUTOPAMU TUPO3UHKUHA3DI.

KnioueBbie cnoBa: socnanurensHas Mmuodubpobaactuyeckas onyxonb, ALK, rnagKkomeliweyHas onyxons ¢ HeonpeseneH-
HbIM 3/10KAYECTBEHHbIM NOTEHLUANOM

Ana uutupoBaHua: Macnosckas [l. A., Kynpusnosa E. W., Nesuukas H. B., lpunesny B. H. BocnanutensHas mnodubpo-
GnacTuyeckas onyxob MaTKW, UMUTUPYIOLLAA [ALKOMbILIEYHYIO ONYX0Nb C HEONPEJENEHHbIM 310Ka4YECTBEHHBIM NOTEH-
umuanom. OHkonatonorus 2024;7(4):26-32.
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Inflammatory myofibroblastic tumor of the uterus mimicking a smooth muscle tumor
of uncertain malignant potential

Maslovskaya D. A., Kupriyanova E. I.', Levitskaya N. V.!, Grinevich V. N."?

'A. F. Tsyb Medical Radiological Research Center — a branch of the National Medical Research Radiological Center, Ministry of Health
of Russia; 4 Koroleva St., Obninsk 249036, Russia;

2P. A. Hertsen Moscow Oncology Research Institute — a branch of the National Medical Research Radiological Center, Ministry of Health
of Russia; 3 2 Botkinsky proezd, Moscow 125284, Russia

Contacts: Darya Alexandrovna Maslovskaya darya. maslovskaya@hotmail.com

Uterine inflammatory myofibroblastic tumor represents a rare neoplasm characterized by a diverse range of morphological
features and immunohistochemical profiles. Most of these tumors have a favorable prognosis, however, a subset exhibits
aggressive behavior, with a tendency to recur and metastasize. The expression of smooth muscle markers can complicate
the differential diagnosis with other smooth muscle tumors, such as smooth muscle tumors of uncertain malignant
potential and leiomyosarcoma. ALK expression is a significant diagnostic marker, however, a subset of ALK-negative
inflammatory myofibroblastic tumors may remain unrecognized. This case highlights the challenges of morphological
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diagnosis of inflammatory myofibroblastic tumors with a predominant spindle cell pattern and a mild inflammatory
infiltrate. Accurate diagnosis is crucial for selecting the optimal treatment strategy, as patients with an aggressive
variant of the disease may benefit from targeted therapy with tyrosine kinase inhibitors.

Keywords: inflammatory myofibroblastic tumor, ALK, smooth muscle tumors of uncertain malignant potential

For citation: Maslovskaya D. A., Kupriyanova E. I., Levitskaya N. V., Grinevich V. N. Inflammatory myofibroblastic tumor
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BBE/IEHUWE

BocnanurensHas MuodubpodiacTuueckasi Omyxoiib
OTHOCUTCS K PEIKUM ME3eHXMMAaJIbHBIM OITyXOJIsSIM, Hau-
0oJiee YaCTO BCTPEYAIOIIMMCS B JIETKUX, MSITKMX TKAHSIX
OPIOLIHOV MTOJIOCTU Y MAJIOTO Ta3a, a TAKXKE B 3a0pIOLIMH-
HOM mpocTpaHCcTBe [1]. 3a00eBaHNe IIPEeNMYIIECTBEHHO
JIMATHOCTUPYETCS Y IETeU M MOJIOJBIX JIIO/IEH, HO OTTMCAHbBI
Cly4au W y TIOXWJIBIX MAIlMeHTOB, B TOM YKCJIe Ha 8-M
u 9-M pecsatunetusix xu3Hu [2]. XoTs BocmanureabHast
MHoGuOpoLIacTUUECKAsT OIYyXOJdb Yallle BCTPeJaeTCs
B HETMHEKOJIOTMYECKUX JIOKATU3ALIMIX, OHA MOXET Mopa-
XKaTb OPraHbl XEHCKOM IT0JI0BOU CUCTEMBI, B YACTHOCTUA
Teno matku [3]. B MenuumHCKO# nuTepatype onmmMcaHo
okoso 100 mogo6HbIx ciyuaes [4]. [Tpu tokanmzanuu B Te-
JIe MaTKM BOCTIAJIMTeIbHAsI MUODMOpoOIacTiIecKast oIry-
XOJTh Yalle BCero 00J1aaeT MHIOJEHTHBIM KIMHUIECKUM
TEYEHNEM U XOPOIIUM TTPOTHO30M, OJHAKO OHA MOXET
U PeLIUIVBUPOBATh, a B PEIKUX CITy4asix METACTa3uPOBATh.
IMoMumo Tera MaTku BocnianuTebHast MUouopooiacTu-
YecKast OITyX0JIbh MOXET TaKKe BCTPEUaThCsl B IIeiKe MaT-
KU, HO 3HAaYUTEIbHO pexe [3].

HecMoTpst Ha naHHbIE JIMTEPATypPbl 00 OTHOCUTEIbHOMN
PENKOCTH 3TOTO HOBOOOPA30BaHMsI, PsIll aBTOPOB OTMEYa-
IOT, 9YTO YaCTh CITy4aeB MOXKET CKPHIBATHCS 332 JUATHO30M
[JIAKOMBIIIEYHBIX omyxosieil. Tak, B OMHOM U3 peTpo-
CTNIeKTUBHBIX UccienoBanuii B 5 (0,3 %) uz 1747 omyxonei,
paHee IMarHOCTHPOBAaHHBIX Kak JieiiomuoMa, n B 1 (2,3 %)
n3 44 oryxoseii, paHee IMarHOCTUPOBAHHOM KaK JISHOMIO-
capkoMa, OblIM oOHapyxXeHbl ALK-1O3UTUBHOCTD TIpU
MPOBEACHNY UMMYHOTUCTOXMMUYECKOTO MCCIET0BAHUS
U HaTMYue nepectpoiiku reHa ALK ipu dbiyopectieHTHOM
TMOpUAN3ALNY N Sifu, YTO TIOCTY>XXUJIO OCHOBAaHUEM LIS
U3MEHEeHUST MOP(OIOTUYECKUX 3aKIIOYEHU U YCTaHOB-
JIEHWST IMaTHO3a BOCTIAJIMTEILHON MUOpuOpobdIacTuie-
ckoii omyxoju [6]. IIpeacTaBieHHbIA KIMHUYECKHIA CITy-
Yaif BOCIIAJIUTEILHON MIO(PUOPOOIACTIISCKOM OITyXOJIr
TeJIa MaTKH BBI3BAJ MATHOCTUYECKUE TPYAHOCTH, HECMO-
TPsI HA HAIMYKE XapaKTePHBIX MOP(MOIOTUIECKUX YEPT,
MPUCYIIMX JAHHOU OITyXOJIH.

KJIMHUYECKWU CIIYYAU

Hauuenmxka, 55 rem, nocmynuna é 2024 e. ¢ Meduyun-
ckuil paduonoeuueckuil Hayyumotii yenmp um. A.@. Llviba no-
e 00HapyceHUst npu MAeHUMHO-PEe30HAHCHOU momoepagpuu
H08000pazosanus 6 obnacmu Kyavmu érazasuwa. Mz anam-
He3a uzeecmHo, Ymo 6 eo3pacme 33 sem OHa nepeHecaq

08YCMOPOHHIOI0 MYOIKMOMUIO RO N0BOOY GHEMAMOYHOU Oe-
pemeHHocmu, a 2 200a Ha3ao eil 6biaa 8bINOAHEHA SKCIMUPNA-
YUst MAMKU C ASUMHUKAMU 10 HOB00Y PACIYUeil MUOMbL MAM -
Ku. Ha momenm evinoanenus onepayuu pasmep onyxoau
Mamku cocmasun 7 cm, nocaeonepayuorHoe mopgonozute-
CKOe 3aKArUeHUe: 21a0KOMbIUEHHAsI ONYXO0Ab C HeSICHbIM 310~
KauecmeeHHbIM nomenyuarom. B 2024 . y nayuenmiu nos-
BUAUCH MANCYUUE KDOBSHUCTbIE GbIOCACHUS U3 6AA2ANUYA,
KOmopble OAUAUCH 8 meHeHUe MeCAYa ¢ NOCACOVIOUUM Pa36U-
muem KposomeueHust, NPUeeouuM K 20CHUMAU3ayuu 6 601b-
HUUy cKopoii meouyunckoii nomowu. Ilayuenmie ovira ot-
NOAHEeHA MACHUMHO-PE30HAHCHAS MOMO2DAPUS 0PeaHO8
Man0eo0 masa, u 0OHAPYICEHO HOB00OPA308AHUEe 8 KYAbMe
srazanuwa pazmepom 5 x 5,2 x 5,1 cm. Ilpu obsexmusrom
00cne008anUL 8 KYNOAe 81a2aAUuLa onpeoensinocs 00semMHoe,
Oyepucmoe, KOHMAKMHO He KPOgomouauee H08000pazoea-
Hue. bvira evinoanena buoncus peyudusHoeo 06paz08anus
KYAbMmu 64a2aAUma, a makice npogeoeH nepecmomp npena-
pamoe nepeuUHol ONyXoau meaa MAmxu.

Tlpu nepecmompe eucmonoeueckux npenapamos nep-
8u4HOI onyxoau meaa mamku om 2022 e. 6 muomempuu 0bvin
00HApYyJCeH poCm Me3eHXUMAAbHOU ONYX0AU éepemeHoK1e-
MO4HO20 CMPOeHUs, 00pPA306AHHOI NepeceKarnuuMUcs
NYUKamu 6bIMAHYMbIX KACMOK CO cAab0i U ymepeHHOU s0ep-
Hoil amunueii (puc. 1, 2). Mumomuueckas akmueHocms —
do 10 gueyp mumosa na 10 noaeii 3penus npu yseauueruu 400,
HeKposbl He Obiau oOHapycenst. [lpu ummyHoeucmoxumu-
YeCKoOM UCcaedo8anuu onyxons ouggysHo u apko sxcnpec-
cuposana enadKkomblileyHble MapKepsl KaiboecMon (puc. 3)

Puc. 1. [lepsuunas onyxoas gepemeHoKAemMOYHO20 CMPOEHUS C BbICOKOI
KAemouHocmoio, (opmupyowas nepecekarouuecs nyuku. Okpacka eema-
MOKCUAUHOM U 303uHOM, % 100

Fig. 1. Primary tumor showed a spindle cell pattern in intersecting bundles
with high cellularity. Hematoxylin and eosin staining, % 100
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Puc. 2. [lepsuunas onyxons, yMepeHHblil ROAUMOPHUIM ONYX0NCBbIX KACMOK
U ouaz08bLLl AUuMpontazmoyumaphslli ungussmpam. OKpacka eemamorcu-
AUHOM U 203UuHOM, %200

Fig. 2. Primary tumor with moderate pleomorphism of tumor cells and focal
lymphoplasmacytic infiltrate. Hematoxylin and eosin staining, x200

Puc. 3. Illepsuunas onyxons, dugpgysnas evipasicennas yumonaiazmamuye-
cKas peakuyus ¢ aumumenamu K kaivoecmory, x 100

Fig. 3. Primary tumor, strong cytoplasmic positivity for Caldesmon, % 100

Puc. 4. Ilepsuunas onyxons, sdepras 3xcnpeccus peyenmopos scmpoeena, * 100

Fig. 4. Primary tumor, strong nuclear Er staining, * 100

u decmuH, peyenmopst acmpoeena (puc. 4) u npoeecmepoua,
gokanvro sxcnpeccuposara CDI0 u He sxcnpeccuposara
CD34u CD117. B mamepuane buoncuu peyudusHoii onyxonu
ObL1a 0OHAPYIHCEHA CX0MNCAs eUCmonoeUuHecKas Kapmuna. Pe-
3YAbMamsl SUCTNOA02UMECK020 U UMMYHOLUCHOXUMUHECK 020
uccaedosanull, ¢ 00HOU CIMOPOHDL, He NPOMuUBope Uy ouae-
HO3Y 21A0KOMbIUEHHOL ONYX0AU HesICHO20 310KAeCMEEHHO20
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Puc. 5. Ilepsuunas onyxons, yuacmok ome4Hoii cmpombl, 04a2064s 8ulpa-
JICEHHAs AUMPONAAZMOYUMAPHAS UHPUAMPaUU ¢ Heldmpoguaamu, “tissue
culture-like appearance”. Oxpacka eemamoxcuarurom u 303unom, x200

Fig. 5. Primary tumor had an area of edematous stroma with focal, dense
lymphoplasmacytic infiltration with neutrophils, “tissue culture-like
appearance”. Hematoxylin and eosin staining, x200

Puc. 6. Ilepsuunas onyxons, duggysnas yumonaazmamu4eckas peaxyus
¢ aumumenamu kK ALK, x 100

Fig. 6. Primary tumor, strong cytoplasmic positivity for ALK, %100

nomenyuana. Ho, ¢ dpyeoii cmoponbl, npu demanbHom eucmo-
A02UYeCKOM UCCAe008aHUU ObLAU OOHAPYICEHb YHACKU ONY-
XOAU C PACCeSTHHBIM AUMPONAAZMOYUMAPHBIM UHDUABMPA-
MOM U eOUHUUHBLI Y4ACOK ONYXOAU C OMEKOM CHPOMbL
u bonee BbIPANCCHHBIM AUMPONAAZMOUUMADHBIM UHGUAD-
MpamoMm ¢ Haru4uem Helimpogpuaoe u 00UUM GHEUUHUM GU-
dom, «nodobHbIM Kyabmype mixaHel» (tissue culture-like
appearance), 4mo no3604uUA0 3anN0003PUMb OCHAAUMENb-
Hyr Muoguoépobracmuueckyro onyxons (puc. 5). lns ymou-
HeHus JuaeHo3a 0biA0 GbINOAHEHO 0ONOAHUMENbHOEe UMMY-
Hoeucmoxumuyeckoe ucciedoganue, U NpuU peaKyuu
¢ aumumenamu k ALK evis61eno nozumugroe ouggysnoe
YMePeHHOe U 8bIPaANCEHHOE OKPAUUBAHUE ONYX0AEeEbIX KAEMOK
(puc. 6). B pezysbmame duazno3 enadkoMblue4HOU OnyxXoiu
HesICHO20 310KAYeCMBeHH020 NOMeHuuara 0vil U3MeHeH
Ha 80CNAAUMENbHYI0 MUOGUOPOOAACMUMECKYIO ONYX0ab Mead
MamKu ¢ peyuousom onyxoau 6 Kyavme gaaearuwa. Ilayu-
eHmKa Ovlaa NPooOnepuposana, 6 mamepuane peyudusHoll
ONYX0AU NYYKOBUOHDLIL XAPaKmep CMpoeHUs: RPUCYymcmeosan
8 pasHoli done ¢ MUKCOUOHbIM MUNOM cmpoerust (puc. 7, 8),
6 omauuue om Mamepuaia NepeuvHoOll onyxoau, ede
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Puc. 7. Peyuduenas onyxons, 00uupHsle yHacmru ¢ MUKCOUOHbIMU UMEHe-
Husmu cmpombl. OKpacka 2emMamoKcuAuHOM U 303UHoM, %50

Fig. 7. Recurrent tumor showed extensive areas with myxoid changes.
Hematoxylin and eosin staining, x50

Puc. 8. Peyudusnas onyxonwb, y4acmox ¢ MUKCOUOHbIMU UBMEHEHUSMU
cmpombl u gueypoii mumosa (cmpenaxa). OKpacka eeMamoKCusuHOM U 303U~
Hom, %200

Fig. 8. Recurrent tumor, an area with myxoid changes and a mitotic figure
(arrow). Hematoxylin and eosin staining, x200

MUKCOUOHblE UBMEHeHUsI CIPOMbl OblIU MUHUMAALHO 8blpa-
Jcenvl. UMMYHOLUCTMOXUMUMECKAS KAPMUHA DeyUudUBHOIL
ONYX04U KY1bMu 81a2a1Ula 0KA3aAaCh UOeHMUYHOU nepeut -
HOUl ONYyX0AU Mena MamKu — 8 onyxoau 0blaa 6blsieaeHa oug-
@y3Has vipasrcenHas dKcnpeccus enadKOMblUeYHbIX Map-
Kkepos (SMA, decmun, kaarvdecmon), oupghysnas u apkas
axcnpeccus ALK (puc. 9). [lumoeenemuueckoe uccaedosanue
noomeepouao Haruyue nepecmpotiku eena ALK ¢ 64 % npo-
AHAAUBUPOBAHHBIX UHMEPDAZHBIX 510ep ONYX01e8bIX KACMOK.
Cnycmsa 3 mec nocae onepayuu nayuenmxa 6e3 npusHaKkog
peyuousa u npoepeccuposanis 3a601e6aHusl.

OBCY>X/IEHUE

TpynHoCTM TUAarHOCTUKYU BOCTAUTEIHHON MUODU-
OGpobGIacTUYECKON OMYXOJIY Tela MATKU HAYMHAIOTCS C He-
YETKMX U BAprUadeIbHbIX KIIMHUYECKUX MposiBlIeHUH. bonee
YeM B TIOJIOBMHE CITy9aeB OITyXOJIb UMEET OECCUMITTOMHOE
T€YEHUE U OOHAPYXUBAETCS CIy4yaliHO MpU OOCIen0Ba-
HHUU, BBITIOJHSIEMOM IO Apyromy nosomay. B 1/3 ciydyaes
OTMEUaIoTCs KaJTo0bl HA aHOMAJIbHBIE MaTOUHBIE KPOBO-
TEUEHUsI, YTO HE TTO3BOJISIET OTIMYUTH BOCMIATUTEbHYIO
M1oGUOPOOIACTUYECKYIO OMYXOJIb OT APYTUX OIMyXOJei

Puc. 9. Peyuduenas onyxons, ouggyysnas evipajicennas yumoniazmamuye-
ckas peakyus ¢ anmumenamu K ALK, x50

Fig. 9. Recurrent tumor, strong cytoplasmic positivity for ALK, x50

MAaTKU, HalIpuMep 00JIee YaCTO BCTpeYarolencs JeHoMM-
oMbl [7].

MaxkpocKONMUYeCcKU OITyXOJb MOXET OBbITh MPEACTAB-
JieHa y3J1aM¥ pa3nnaHoii BenmanHb (0T 1 10 20 cM, B cpen-
HeM 6 cM). XapaKTepHbI KaK YeTKO OYepUeHHbBIE, TaK U WH-
unpTpupyomme Kpasi, 4TO MOXET HMMUTHPOBATH
3JI0KaYECTBEHHBII nTpoluecc. JlIokanuzaus omyxou npe-
UMYILLIECTBEHHO MHTpaMypajibHasi, OMHAKO BO3MOXHO €€
MpOopacTaHue B MPOCBET MOJOCTU MaTKU ¢ 00pa3oBaHUEM
TOJTUTIOBUHBIX BBIPOCTOB [§].

Tucronornyeckas KapTuHa BOCIAIUTETHHON MUOMU-
OpobnacTU4ecKoi Omyxoiu pasHooOpa3Ha. OmucaHbI
3 OCHOBHBIX THTIA CTPOCHUS: MUKCOMIHBIN, ITyYKOBUIHBIN
W TMAIMHU3WPOBaHHbIA. YacTo Hab/M01al0TCsl CMEellIaHHbIE
BApUAHTHI, KOTJAa B OAHOM OITyXOJIM COYETAIOTCS MPU3HAKHU
Pa3HBIX TUMOB. PbIXIbIN, MUKCOUIHBIA TUM CTPOCHUS Xa-
PaKTEepU3YIOT TUIOLEJUTIONSIPHBIE YYACTKUA C HATUYUEM
Pa3pO3HEHHO JIEXAIIUX OMYXOJIEBBIX KJIETOK B OOMJIBHOM
MUKCOUTHOM MaTpukce. [[ydKOBUIHBIN TUTT CTPOCHUS
o0OsamaeT 60Jiee BICOKOM KJIETOYHOCThIO U MEHEE BbIpa-
>KEHHBIM BOCTIAJIUTEIHHBIM UH(PUIBTPATOM, ¢ hopMuUpo-
BaHUEM TIEpPeCceKaIONIMXCs MyYKOB M3 BEPETEHOBUIHBIX
KJIETOK, YTO OOYCJIOBIMBAET HEOOXOAUMOCTb ITPOBEAECHUS
nrdbepeHIINATBHON IMarHOCTUKY KaK C TJIaTKOMBIIIIeY -
HBIMU, TaK U CO CTPOMAJIbHBIMU OMYXOJISIMU TeJla MAaTKH.
[ManuHM3MPOBaHHBINM BApUAHT BOCTIAIMTETLHON MUODU-
Opo0IaCTUYECKON OMYXOJIU 00JTaaeT BBIPAXKEHHBIM THhA-
JINHU3UPOBAHHBIM MATPUKCOM, B KOTOPOM PaCTOIOXEHBI
€/1Ba 3aMETHBIE OITyXOJIeBbIE KIEeTKH [5]. OmyXoiab COCTOUT
13 BEPETEHOOOPA3HBIX KJIETOK C 903WHOMDMIBHON IUTO-
TUIa3MOU U BBITSIHYTBIMU SIAPAMHU, CONEPXKALINMU PBIXJIBIA
XpoMaTuH. BeTpevyarTces Takke KJIETKU ¢ TaHTJIMOINOA00-
HOI 1 3TTUTETMONTHON MOP(OJIOTUEH, TMTAHTCKUE KIIET-
ku TyTtoHa. AnepHas aTunus yalle BCEro MMHUMAaJbHA,
OTHAKO MOXET ObITb YMEPEHHOM M BbIpak€HHOU. MUTOTH-
YyecKast aKTUBHOCTb OITyXOJIM Yallle HEBBICOKAS U B CPETHEM
coctapisiet 4,6 MuTo3a Ha 10 Tosieli 3peHust TpH yBeInde-
Hun 400, Bapsupys ot 0 mo 24 MuTto30B Ha 10 moseli 3peHust
npu yBenuueHuu 400. BocmanutenbHblit nHGUIBTPAT
OIYXOJIM, KaK TPaBWIO, COCTOUT U3 JUMOOUUTOB
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1 TTA3MOLIMTOB, HO MOXKET OBITh M CMEIITAHHBIM, BKJTIOUAST
HEHUTPOGMIIBI ¥ 503MHOMIIIBI, €T0 MHTEHCUBHOCTD 1 pac-
IpeesieHre BapbupyIoT. Bo BpeMst 0epeMeHHOCTH MOTYT
00HapPYKMUBATHCA IEeMIYaTbHbBIC N3MEHEHVSI CTPOMBI OITy-
xomu [9, 10].

B mipeacraBieHHOM ciIy4ae IepBUYHAST OITyXOJIb J¢-
MOHCTPHPOBaJIa IPEUMYIIECTBEHHO ITyYKOBUIHBIA THII
CTPOCHHUSI ¢ HAIMYKMEM JIMIITH HEOOIBIINX yIaCTKOB MHUK-
COMITHOTO TUTIA, PACCESTHHOTO, 0YaroBOTO M HEBBIPAKEH-
HOTro TUMGOUIHOTO MH(PUIBTpATa, YTO Iejajo ee CTOJIb
ITOXOXe# Ha TJIaIKOMBIIICYHYIO OITyX0J1b. OMHAKO B MaTe-
puasie pelnanBa MUKCOMUIHBIN TUI CTPOSHUS IIPUCYT-
CTBOBAJI B 00Jice IBHOM 1 OUYEBUIHOM COOTHOIIICHUM.

MMMyHOTHCTOXMMHUYECKOE KCCIIeIOBaHUE UTpaeT
BaXXHYIO POJIb B IIOCTAHOBKE JAMArHO3a BOCHIAJIMTEIHLHOM
MHODUOPOOITACTUICCKON OIYXOJIHM, OTHAKO 3KCIIPECCHS
[JIAIKOMBIIIICYHBIX MapKepoB KajbIeCMOHAa, ISCMWHA
1 SMA MOXeT C03IaBaTh TPYIHOCTH IIPH IIPOBEICHUU
nudbepeHIINaTbHON TMarHOCTUKY, TTIOCKOJIBKY HallpaB-
JIIeT B30p MaTOJIOr0aHATOMA B CTOPOHY IITMPOKOTO CIIEKTpa
0oJiee YacTO BCTPEUAIOIIMXCS TJIAAKOMBIIIIETHBIX OITyX0-
neii [11]. Takke B BocnaauTeabHOM MuopuopodiacTruye-
CKOH OITyXOJIM MOXET OOHapyXHBAThCS 3KCIIPECCHUS
CDI10, 9yTo 00ycI0BIUBAET HEOOXOANMOCTD MTPOBEAECHUS
nrddepeHINaTbHON TNAarHOCTUKK C TPYIIION SHIOME-
TpHATbHBIX CTPOMAJIBHBIX OITyXojei. BocmanuTenbHas
MHO(pUOPOOIaCTIIECKAsT OITyX0JIb HE 9KCIIPECCUPYET LM~
tokepatunbl, S100, CD34, CD117 [8].

BonbmmHCTBO cyyaeB BOCIIaAIMTEIbHOM MUO(PUOPO-
0JIACTMIECKOM OITyXOJI1 MMEET MOIOKUTEIbHOE OKPAIIIH-
BaHMeE Mpu peakuuu ¢ aHTuTeaamu K ALK, a Hanuume
IepecTPONKHY TeHa MOATBEPKAACTCS pe3yIbraTaMy IINTO-
reHeTuueckoro ucciaenosanus [12, 13]. OgHako oTcyT-
cTBHEe MMMYyHO3KcIpeccn ALK mpu BBITTOTHEHUN UMMY-
HOTHUCTOXMMUYIECKOTO MCCIICAOBAHNSI, a TAKXKE OTCYTCTBIE
TUITUYHON TIepecTpoiiku reHa ALK mpu IUTOTeHeTHde-
CKOM HCCJIeIOBAaHNY HE MCKIIOYAeT AMArHO3 BOCTIAJIN-
TeJIbHOI MHO(pUOpobdIacTuYecKoii ormyxosm. ITepectpoii-
KU B reHe ALK MOTYT BKJIIOYATh Pa3IMYHbIC TTapTHEPHI,
Haubosee yacTeiMu saBistiores IGFBPS, THBS1w TIMP3.
Tak, ogna u3 rpynn ucciaenosareneii mpu PHK-cexBenu-
pPOBaHMU BIIEPBBIE BBISIBUIIA MepecTpoiiky FNI1-ROS1 B pe-
synprate caussHus 37-ro sk3oHa FN1 ¢ 34-M sKk30HOM
ROS1 [14], 9T0 B janbHeIIeM OBLIO TTOATBEPXKIACHO B APY-
rix padotax [9, 15]. Emte ogHa MyTtatmst, o0HapyXruBaeMast
B ALK-HeraTuBHBIX BOCTIAJTUTEIbHBIX MUOGHUOPOOIaCTH-
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YeCKMX OITyXOJISIX TeJla MAaTKM, BKIIFOYAET IePeCTPOKY
ETV6-NTRK3[16]. Takum 00pa3oM, OITyXOJI1, HETAaTUBHBIE
npu TpaguunonHoM FISH-uccnemoBanuu, MoryT MMeTh
IPYyTHe TeHETUYECKHE TIepeCTPOKI, KOTOPhIE BOZMOXHO
00HapyxuTh ¢ nomoibio PHK-cexsenupoBanus [17].

Taxke OTMEUEHO, YTO B CIyJasIX, aCCOIMMPOBAHHBIX
¢ OepeMeHHOCTBIO, OoJIee YacTO OOHAPYKMBACTCS CIIMSTHIEC
TIMP3-RET. Hecmotpst Ha To uto TIMP3 siBnsieTcsl Hau-
0oJiee 9aCTBIM ITAPTHEPOM I10 CIUSHUIO TeHOB B CITyJasXx,
aCCOIMUPOBAHHBIX C OEPEMEHHOCTHIO, He OBLIO YCTaHOB-
JIEHO BIIMSTHUE OepeMEeHHOCTH Ha ciustHue reHoB TIMP3
u RET, uyTo TpeOyeT JONOTHUTENIbHBIX UCCIIeIOBAHUM IS
TIOATBEPKICHNS TN OIIPOBEPXKEHMS 3TOM Teopun [9].

CyIIecTBYIOT JIU TIPU3HAKHY, TTO3BOJISIOIINE TIpeACcKa-
3aTh arpPeCCUBHOE IMMOBEICHNE BOCIAIMTEIPHON MHOMDM-
OpobIaCTUYECKO OMMyXonn? AHAJIN3 CEPUU CITy4aeB B Of-
HOM M3 MCCIIEIOBAaHWI ITOKa3aJjl, YTO OIyXOJu ¢ Ooiiee
arpeCCUBHBIM MOBEIEHUEM COCTABJISIOT 10 25 % u vailie
HE aCCOLMUPOBAHBI C 66PEeMEHHOCTBIO, XapaKTePU3YIOTCST
OoJBIIMMHU pa3zMepaMu (>7 cM), YMEpEeHHOU WJIM BhIpa-
XEHHOM SOepHOU aTUIIMEI, BBICOKOM MMTOTUYECKON
aKTUBHOCTHIO, TMM(pOBACKYIISIPHOI MHBa3MEH 1 HEKPO3a-
mu [13].

CraHgapTOM JIcUeHUS MALIMEHTOB C BOCTIAIUTETLHOM
MUOGUOPOOIACTUICCKON OIMYyXOIbIO SIBISIETCS XUPYP-
ruyeckoe yiedeHue. [lalimeHTH ¢ TIpOrpeccupoBaHUEM,
Yy KOTOPBIX BBISIBJICHA IlepecTpoiika B reHe ALK, MoryT
nony4aTth Tepanuio ALK-unrnouropamu [18]. OgHako,
noMmumo TapretupoBanus ALK, HeoOXoauMbl TOMOJTHU-
TeJbHBIC MCCIenoBaHUS 3(PDEKTUBHOCTH APYTUX MHTUOM -
TOPOB TUPO3MHKIMHA3KI, a TAKIKE IPYTHX METOIOB JICUCHMS,
TaKUX KaK XUMUOTepanus U UMMyHoTtepanus [19].
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MpU3HAKM 3a9aCTYIO JIOKAJU3YIOTCSI HAa OTpaHUYEHHBIX
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C ITOJIO3PEHMEM HA PETMOHAPHBIE METACTA3DI
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KounTakTbl: MNonuHa UropesHa YrogHukosa madamga33@gmail.com

B cTaTbe onucaH peakuii ciyyait AMMQaHrMonenoMmnomarosa Tas3osbix TMMHATUYECKUX Y3108 Y KeHWMHbI 67 neT, 06Ha-
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BBEJIEHUE

JInmpaHTHOICIOMIOMATO3 — peaKoe 3aboJIeBaHUE,
KOTOpOE TTOpaKkaeT B OCHOBHOM KEHIIIMH PEeTIPOIYKTHB-
HOTO BO3pacrTa.

KnuHngeckoe TeueHMe 3TOro 3adojieBaHUs BechMa
KOBapHOE — MEXKITy ITOSIBJICHEM CUMIITOMOB 1 TIOCTAHOB-
KO JuarHo3a o0bIYHO MPOXOIUT 5—6 JIeT.

JInmpaHrnoneitoMromMaTo3 yaiie mopaxaeT JIETKHE,
BCJICIICTBHE YeTO OOIBHBIC XKATYIOTCS Ha ONBIIIKY ITPH (DH-
3MYECKOil Harpy3Ke, a 3aTeM M B ITOKOE; TaKXKe MOXKET
BO3HUKHYTb CIIOHTAHHbBI ITHEBMOTOpAaKC [1].

Jlerounsbrit TMMGAaHTIOICHOMIOMATO3 TIPOSIBIISICTCS
KHACTO3HOU IeCTPYKIIMEH JISTOYHOM MapeHXUMBI U pa3BH-
THEM IObIXaTeJIbHOI HemocTaTouHOCTH. ITatoMopdororu-
YeCKOM 0COOCHHOCTHIO SIBJISIETCS TTpoJindepalus BOIU3U
OPOHXMOJI, BEHYJ W JIUM(PATUIECKUX COCYIOB Y3€JIKOB —

JTMM(PaHTIOMHUOIIUTOB C IIEIeBUIHBIMY JTMM(PaTUICCKI -
MU KaHajaM¥ MexXay HuMH [2].

KwucTo3Hble U3MEHEHMS JIETKX BO MHOTOM O0OYCJIOB-
JICHBI AeTpamalieil BHEKJICTOYHOTO MaTpUKca B Pe3yib-
Tare aucOalaHca B CUCTEME MaTPUKCHBIX METaJJIONPO-
TenHa3.

BremerouHsli TmMdaHTHIOICHOMIOMATO3 BCTPeYaeT-
¢S KpaifHe peIKo 1 mopaXkaeT pa3InIHbIe TuM(paTUIecKre
y37b1 (JIY). B HuX HeomnacTuyeckue KIeTKI (hOpMUPYIOT
MYapOBBIil pPUCYHOK M 4aCTO IIPOPACTAOT 32 IMPEIEIIbI CO-
eIMHUTEJIbHOTKaHHOM Karncynsl 1V [3].

JInMbaHTHOMHOIINTEI UMEIOT UMMYHOMEHOTHII TJIaI-
KOMBIIIIEYHBIX KIIETOK (3Kcmpeccupytor SMA (Smooth
Muscle Antibodies, aHTuTeIa K TJIAAKOW MacKymaType)
¥ IeCMUH), KJ1eToK MetaHnoMbl (HMB-45), skcipeccupy-
10T B-KaTteHuH [4].
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DKcnpeccust pelienTOpoOB 3CTPOTeHa U MPOTrecTepoHa
OOBSICHSIET POJTb TOPMOHATBHBIX (PaKTOPOB B MPOTPECCH -
poBaHuU JTIMMGaHTHOIeIOMIOMAaTo3a BO BpeMst OepeMeH-
HOCTH.

M3BecTHa cBsI3b 3TOTO 3a00JIEBaHUS C TyOEPO3HBIM
CKJIEPO30M, TI03TOMY BCEM OOJIBHBIM HEOOXOAMMO UCCIIe-
noBaTth Mmytaumu reHa 7.SC1/2 [5].

HecmoTpst Ha mMOOpOKavYeCcTBEHHBIN XapaKTep, JTUM-
(banrHoONEIIOMMOMATO3 B psifie CTy4yaeB MOXKET METaCTa3u -
pOBaTh.

JInmpanrroneitoMmrmomaTos Ta3oBbix JIY yarie Kin-
HUYECKU CKPBIT U CITy4aitHO 0OHAPYXUBAETCSI TIPU TUHE-
KOJIOTMUECKUX OHKOJIOTUIECKHUX OTeparusx [6].

ITomoOHBIM cydail BCTpeTWICS B HaIllei MPaKTUKe
M OIMCaH B JAHHOM CTaThbe.

KJIIMHUYECKUU CIIVYAN

Iayuenmra, 67 nrem, ¢ panee OuazHOCMUPOBAHHOLL IH~-
domempuouoHoll a0eHOKaAPUUHOMOL SHOOMEeMmPUs NOCIMYNUAA
Ha NAGHOB0E Xupypeuueckoe AeyeHue 6 OHKOCUHEKO0A02U-
ueckoe omaenerue No 70 [opodckoil kaunuueckoii 601bHUYbL
um. C.I11. Bomkuna.

Ilocae doobcaedosanus u npedonepayuoHHO n0020Mo8-
KU Oblia ycneuHo npogedena 1anapocKonu4eckas 3KCmup-
nayus Mamku ¢ npudamkamu u Aum@padendsKmomueil ygeau-
YeHHbIX U NAOMHBIX cMopodcesbix JIY (memacmasot ?).

Cnyyati uz npakmuku | Case from practice

OnepayuonHbsiii mamepuan 6bl1 0MNPasLeH Ha NAMomMop-
ghonoeuueckoe uccaedosanue. Ilocaeonepayuonnsiii nepuod
y 601bHOIL npomekan 6e3 0CA0NCHEHULI.

Tucmonoeuuecku 6 obnacmu 1e6020 MAMOYHO20 yena
onpeodensincs pocm ymepeHHo ouggpepeHyuposantoil 3Hoome-
MPUOUOHOIU A0eHOKAPUUHOMbBL SHOOMEMPUsL ¢ MUHUMANALHOL
ungazueii 6 muomempuii (pTla (IA2)). Bre onyxoau omme-
uancst ampo@uuHsLil SHOOMempuil, Y31080ii A0eHOMUO3, MHO-
JcecmeenHble UHMPAMYPANbHble AeHOMUOMbL C 04A208bIM
2UANUHO30M.

Tlapenxuma 2 uz 4 cmoposceswix J1Y bvina cyomomans-
HO 3ameuieHa onyxoneeoll mKaHs0, KOMopas A6HO OMAUYA-
Aachb om IHOOMempuoudHoii adenoxkapyuromsl. Ha 6oavuwiom
npomsdiceHuU oHa Obiaa npedcmaesnena eHe30amu u 3a8um-
Kamu dnumenuoudHsix KAemok, pa30eneHHbiX weasimu, Ha-
nomuHarowumu aumgamuueckue npocmparcmea. Mecmamu
onyxonegvle KAemKu uUmeau 6ud éepemeHo8UOHbIX U Oblau
cuennensl 8 gude nyukos. Mumosoe u HeKpo308 Bbis81eHO
He 6bin0. Jlns éepucpuxayuu onyxoau 6 J1Y npogedeno um-
MYHOUCMOXUMUHECKOe UCCAeD08AHUE C UCHOAb308AHUEM
ummynocmeiinepa BenchMark ULTRA (Roche, Ventana).
Onyxonesbie kaemku ouggyszno sxcnpeccuposaru SMA
u -kamenun, ghoxansHo sxcnpeccuposanru decmur u HMB-
45 (puc. 1), ne sxcnpeccupoganu PanCK. IIpoaugpepamug-
Hasi akMUBHOCMb ONYX01€8blX KAeMOK 0blAa 04eHb HUKOU —
menee 1 %.

4 kol
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Puc. 1. Jlumghaneuoneiiomuomamos mazoeoeo aumpamuueckozo y3na: a, 6 — onyxoneeas MKaHb NPU OKpPacke 2eMamoKCuiuHoM U 203unom, x5 u x10;

8, e — uMmyHoeucmoxumuyeckue peayuu ¢ SMA u HMB-45, x20

Fig. 1. Lymphangioleiomyomatosis of the pelvic lymph node: a, 6 — tumor tissue stained with hematoxylin and eosin, x5 and x 10; 8, ¢ — immunohistochemical

reactions with SMA and HMB-45, <20
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C yuemom mMophHoUMMYHOLUCTOXUMUYECKOU KADMUHbL
duazHocmuposan AumMgareuoseiiomuomamos mazoewix JY,
Memacmaswvl paKa UCKAOUeHbl.

BbLau danvi pexomenoayuu KAUHUMECKU UCKAUUMb DA3-
AUYHBIE NPOSIGACHUS MYOEPO3H020 CKAEPO3a U ONpeoesums
Haruvue mymayuu eena TSC 1/2.

SAKJIFOYEHHME

Mopdonoruueckas padbora 6orara pa3IMuYHbIMUA Ka-
3YUCTUYECKMMHU HaXOOKaMHM, KOTOpPBIE B psIe CIIydacB
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B onmrcanHOM HaOMIOAeHNY KIMHUYECKH OXKUIa-
csI paK DHAOMETPHUS BBICOKOW 3JI0KAYeCTBEHHOCTU
¢ meractazamu B JIY. OmHaKO 3HIOMETPUOUIHBIN paK
0Kas3aJICs HU3KOM 3T0KaYeCTBEHHOCTH, a B Ta30BBIX JIY
BBISIBIICH TOOPOKAYECTBEHHBIN TUMMaHTHOICHOMIO-
MaTo3.
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MHTuManbHas CapKoMa — O4YeHb pefKas 310Ka4eCTBEHHAA Me3eHXUManbHaa 0nyxoJib, BO3HUKAKOLWAA B KPYNHbIX KpoBe-
HOCHbIX CcoCyAax CUCTEMHOIO U NIero4yHoOro KpOBOO6paLI.leHVIﬂ, a TaKXe B ceppue. I'IporHo3 npu UHTUMANbHOW CapKome
00bIYHO He6J1aFOI'IpVIﬂTHbIVI, NpuYem Ha Hero OKasbiBaeT 60nbllOe BMAHMUE Bbl60p TAKTUKU NIeYeHUA B NOJb3Y XUPYpru-
yecKoro BMelwatensCcTBa. Cratba npeacraBnaer coboit aHanu3 ABYX KNUHUYECKUX Cy4yaeB MHTUMaANIbHOW CapKoMbl cepaua,
0630p nnTepartypesl, 06cy>Kp,eHv|e BO3MOXHbIX OWMOOK B AOWArHoCTUKe 3TOro pefKoro 3abonesaHus.

KnioueBble cnoBa: kapauanbHas CapKkoMa, UHTUMaNbHas capkoma, amnnudukauus MDM2
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Intimal sarcoma is a very rare malignant mesenchymal tumor that arises in the large blood vessels of the systemic and
pulmonary circulation, as well as in the heart. The prognosis of intimal sarcoma is usually unfavorable and is strongly
influenced by the choice of treatment strategy in favor of surgical intervention. The article presents an analysis of two
clinical cases of intimal sarcoma of the heart, literature review, discussion of possible errors in the diagnosis of this rare
disease.
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BBEIEHHWE

HMutumansHas capkoma (MC) — ogeHb penkast 3710Ka-
YeCTBEHHAs] Me3¢HXMMAaJIbHASI OITyXOJIb, BOZHHKAIOIIAS
B KPYITHBIX KPOBEHOCHBIX COCYIaX CUCTEMHOTO U JISTOYHO-
TO KpoBooOpaleHus, a Takke B cepatie [1]. UC 6uutn Briep-
Bble ormcanbl MangeabimtaMoM B 1923 1. [2]. C Tex 1op
B JTUTEpAType OMyOJIMKOBaHbI aHHbIe TpuMepHoO o 400 Ha-
omoneHmsix MUC, mpudemM momapisiiolree OOIBITUHCTBO

cTareii MOCBSIIEeHBI OITMCAHWIO OTAEJIBHBIX clTydaeB [3—5].
OcHoBHOI KIMHMYecKnii mpu3Hak MC — poct ormyxosm
BHYTPU KaMep ceplla WIK IPOCBETa COCyaa, YTO IMPUBOAUT
K JIOKQJIbHOM OOCTPYKIIMHY U PaCIIPOCTPAHEHUIO OITyXOJIe-
BBIX 9MOOJIOB B APYTHE OpPTaHbl. DTH OCOOEHHOCTH KpaliHe
3aTPYIHSIIOT MHTEPIPETALIO KIIMHUUECKUX TTPOSIBIICHUI
(pa3HOOOpa3HBIC HAPYIIICHUS pUTMa, TIPOSIBIICHIS TPOMOO-
SMOO0INI) W IIPUBOISIT K TTO3THE TUarHOCTHKE [5].
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B GospIMHCTBE CilydyaeB OIMyXOJib BHEIIHE HAITOMMU-
HaeT TPOMOBI, KOTOPBIE PACTIPOCTPAHSIIOTCSI IUCTATBHO
BIOJIb BETBEI MOpaXkeHHbBIX cocynoB. Mopdonoruueckas
nuarHoctuka MC croxHa, Tak Kak TUCTOJIOTUYECKast Kap-
TUHA BeChbMa pa3HOOOpa3Ha: OHU MOTYT HANIOMWHATh
JIEHOMMOCAPKOMY, TEMaHTUOIHAOTETMOMY, CHHOBUAITbHYIO
capkoMy, Mukcodubdpocapkomy uim HeauddepeHImpo-
BaHHYIO IJIEOMOPGhHYIO CAapKOMY, MHOTIa MOXXHO 00Hapy-
KUTh MUKCOWMIHBIC WJIM STUTEIMOUIHBIE YJacTKH [6].
B penkux ciyyasix BCTpe4yaroTCs HE3PEblid OCTCOUTHBIN
MaTpUKC ¥ XpsitieBast TnddepeHIINPOBKa; TAKKe OITHICa-
HBI 30HBI, CXOXUE C paOIOMUOCAPKOMON U aHTUOCAPKO-
Mmoti [7—10].

IIporHo3 st OOJIBLLIMHCTBA MAlLMEHTOB OCTAETCS
KpaliHe HeOJaronpusTHBIM, TaK Kak 3a00JIEBAHUE 4aCTO
JMIMarTHOCTUPYIOT HAa TTO3AHUX cTanusix. OCHOBHBIM METO-
JTIOM JICUEHWUSI SIBJISIETCSI XMPYPTUIECKOE BMEIIATEIbCTBO,
OITHAKO COBPEMEHHBIE TTOJXOBI BKITIOUAIOT B CE0ST XUMHO-
TEpaNuIo 1 JIy4eBYIO Teparuio Kak TOTIOJIHEHUE K XUPYpP-
TMYECKOMY JIEYEHUIO, UYTO AeT MAIlMEeHTaM JOTIOTHUTEb-
HbI€ IIaHChI HA BbXKMBaHue [11].

KJIMHUYECKHWU CITYYAU 1

Tlayuenmra A., 69 nem, ¢ aneape 2024 2. o6credosana
N0 n0800Y NOAHOU MPAH3UMOPHOU AMPUOBEHMPUKYASPHOU
010Ka0blL U NApoKcUIMAanbHol hopmel pubpurrayuu npedcep-
duii. Ilo dannbim KoMnbIOMEPHOL MoMoepapuu opearos epyo-
HOU nOAOCMU ¢ KOHMPACMUPOBAHUEM 8 1e80M npedcepouul
8blsi6AeHa 0nyxoab pasmepamu 79 x 71 mm ¢ HeoOHOPOOHbIM
HAaKonaeHuem KOHmMpacma ¢ NPUCMeHOYHbIMU MPoMOamu
U pacnpoCMpaHeHUueM 6 Jeable 1e204Hble BeHbl, KAeMYamKy
cpedocmenUst U MeCHbIM NpUlecaHuem K CmeHKe nuueso0d.
B aneape 2024 e. nepenecnra onepayuio npome3uposanHus
MUMPANbHORO KAANAHA U GHHYAONAACMUKU MPUKYCAUOANL-
H020 KAGNAaHA ¢ yoaneHuem onyxonu 1e6o2o npedcepousi U um-
naaHmayuy Kapouocmumyasmopa.

[lo kaunuueckum oanHsim, Mopgonoeuueckoll Kapmure
U pe3yrbmamam UMMYHOLUCHOXUMUHECK020 UCCAed08aHUS
no mecmy onepayuu OUAZHOCMUPOBAHA YUOPOMUKCOCAPKOMA
HU3KOI cmeneHu 310Ka1ecmeenHocmu (pokaabHas Ixcnpec-
cus sumenmuna, kasdecmona, CD31, Fli-1, NSE, Ki-67 —
20 %, omcymcemeue sxcnpeccuu S100, AE1/AE3, oecmuna,
CD34, kaspemununa) (puc. 1, 2).

Ilpu nepecmompe 6 peghepencHom yenmpe: KpynHoie
@paecmenmosl cyobmomansHo HeKPOMU3UPOBAHHOU ONYXOAU
HepagHOMepPHOU KAeMOYHOCMU, COAUOHO20 U NePUUUMOMO-
Nn0006HO20 MUNA ¢ MUKCOUOHOI U KOAAAREHOBOU CIMPOMOLL.
Knemku eepemenoguoHble U InumenuouoHsle, yMmepeHHo no-
AUMOPDHbBIE, C 08ANbHBIMU U BbIMAHYMbIMU HOPMOXPOMHBIMU
A0pamu co caeeka uzeumoii s10eproi memopanoi. Bempeua-
tomes npaguavHbvie Mmumosst (00 4 6 10 noasx s3penuss npu
x400). Pezynomamolr ummyrnoeucmoxumuueckoeo (UI'X) ana-
auza: CD31, CD34, CDK4, decmun, ERG, Fli-1, MCK
(AE1/AE3), S100, SMA, WT- I ompuyamenshoie 6 onyxone-
evix knemkax. Ki-67— 25 %. FISH-uccaedosanue: na 100 sdep
onyxonegulx knemok — 439 cuenanoe c eena MDM?2, cpednee
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Puc. 1. Onyxonv HepasrnomepHoii KnemouHocmu ¢ MUKCOUOHOIL U KOAAAEHO8OU
cmpomoti. Knunuueckuii cayuaii 1. Okpacka eemamorcuaunom u 303unom. < 100

Fig. 1. Tumor of patchy cellularity with myxoid and collagenous stroma.
Clinical case 1. Staining with hematoxylin and eosin. % 100

Puc. 2. Ilepuyumomonodo6husiii xapakmep cmpoerus, MUKCOUOHAsSI CMpPoma.
Knaunuueckuii cayuaii 1. Okpacka eeMmamokcuauHom u 303uHom. x 200

Fig. 2. Pericytoma-like growth pattern, myxoid stroma. Clinical case 1.
Staining with hematoxylin and eosin. x200

4uCA0 3eneHbix cueHanos 4,43; 429 cuenanoe ¢ yenmpomep-
Hoeo yuacmka CEPI2, cpednee uucao KpacHix cueHanog
4,33; coomnowenue 1,02 (puc. 3). Buisagaena noaucomus/xo-
amnaugpukayus MDM2/CEP12.

3akarouenue: UC nesoeo npedcepous.

KJIIMHWUYECKUN CIIYYAHU 2

Iayuenmra A., 54 200a, no danHbIM U3 MEOUUUHCKOIL
dokymenmauuu, npoonepuposana 6 anpene 2021 2. no nogo-
dy onyxoau aeeoeo npedcepous. Ilpu makpockonuueckom
uccaedo8aHuL ONUCaHo 00pazoeanue «6 8ude y3ia 5 X 7 x 5cm
KPAcHO-8UUHEB020 Ygema, 6yepucmoe, MaeK0o-31aCmu4Hoe,
Mecmamu paccaaugaemcs, 3amemen cepulil hpazmenm, ee-
posimHo, 3ndokapd 1 x I cm, obpasosanue Ha epanuye c H-
dokapdom, Ha paspese KAk ¢ y4acmkamu 00HOPOOHOU MU -
cmocmu, max u Kpoulaujeecss».

B npomokone mukpockonueckoeo uccae0o8anus: hpazmen-
mblL Kamep cepoya ¢ 04azo8biM AUNOMAMO30M UHMEPCMULUS
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Puc. 3. IToaucomus MDM2/CEP12. FISH-uccaedosanue. Knunuueckuii
cayuait 1

Fig. 3. MDM2/CEP12 polysomy. FISH-research. Clinical case 1
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Puc. 4. Bepemenokaemounas u snumeauoUOHOKACMOMHAS CAPKOMA U3 KACMOK
cpedre2o pazmepa ¢ 03UHOMUALHOLL YUMONAAZMOLL, NY3bIPLKOGUOHBIMU U HOP-
MOXPOMHBIMU AOPAMU U HAAUMUEM KPYNHBIX KAEMOK C YPOOAUBbIMU AOPAMU.
Okpacka eeMamokcuauHom u 303unom. Knunuueckuii cayuaii 2. X400

Fig. 4. Spindle and epithelioid cell sarcoma of medium and large-sized cells
with eosinophilic cytoplasm, vesicular and normochromic nuclei and some cells
with ugly nuclei. Staining with hematoxylin and eosin. Clinical case 2. x400

nonepe4rHo-noa0camoil cepoeHoll MblieyHOl MKAHU, PO-
CMOM U3 Hee 00pa308anUsl, NPeocmasAeHH020 NOAUMODPPHbI-
MU 6epemeHO0BUOHbIMU KAeMKAMU C 2UNEPXPOMHBIMU YKPYN -
HeHHbIMU SI0PAMU ¢ KOHOEHCUPOBAHHbIM XPOMAMUHOM,
écmpeuaromes MHo20si0epHble Kaemku (puc. 4), mecmamu
npeobaadarom KpynHle KAemku ¢ 00UAbHOU 203UHOPUAbHOL
YUMONAAZMOU U IKCUCHMPUUHO DACNONONCEHHBIM S0POM
(KaemKu-paKemku), UMerOmcs MUmo3sl, 8 MOM Hucie namo-
noeuyeckue (0o 4 6 1 noae 3penus npu x400), Hekpo3ol c om-
AN0JICEHUEeM UL0AbYAMbBIX MACC XoAecmepuna, cmpoma puopo-
3Up0OBaHA, OMe4HA, ¢ HePABHOMEPHOIL, NPeUMyU,ecm@eHHO
MOHOHYKAeapHoU uHgusbmpayueil c N08epxXHocmu, SH0ome-
AULL MECIMAaMU ¢ HapyuleHuem yeaoCcmHocmu, ukcayueii ox -
cughuabHbixX, c1a00 GUOPUHONUZUPOBAHHBIX IPUMPOLUMOE,
npoaughepavueti pubpobracmos co cmoporst unmumst. Ilpeo-
eapumenvHblil duaeHo3: pabdomuocapkoma. Pexomendosaro
HUT'X-uccnedosanue.

Cnyyati uz npakmuku | Case from practice

Ilpu UTX-uccaedosanuu no mecmy onepamuenozo eme-
wamenscmea onucana ougp@ysnas sxcnpeccus MyoDl,
4acme KAemoK ¢ MemMOpaHHO-UUMONAA3MAMU4ecKol IKC-
npeccueii CD56 u yumonaasmamuueckoii 3xcnpeccueil 6u-
menmuna u decmuna. Ki-67 — 70 %.

3akarouenue: nieomopras paboomuocapkoma.

Ilocne xupypeuueckoeo aewenus: 30.04.2021 u 12 kypcos
noauxumuomepanuu no cxeme 6 VAC + 6IE ¢ okmsabpe
2022 2. ommeuena npoepeccus  sude Mmemacmasa 8 Ae8yH
A00HYI0 00110 20/108H020 M0O32a, 8 CB53U C YeM NAUUeHmKA
npoxoouna aeuenue 6 dpyeom yupexcoenuu. [locae ayueoii
mepanuu u 7 Kypcog mapeemHoii mepanuu Mmemacmas Obia
yoanen. Makpockonuuecku mamepuan onucan Kak «gpae-
MEHM Cepo-KOpU4Hego20 ygemada, NAOMHO-I1ACMUHECKOl]
KOHCUCMeEHYUU, C 04aeamu KpAacHO-KOPUHHe8020 ugema
2,2 x 1,5 x I cm.

Ilpu eucmonoeuueckom uccredosanuu: gpazmenmot Qu-
OPO3HOI MKAHU ¢ 04a2aMU HEKPO308, CKONAEHUAMU MaKpoghazos
U KOMNACKCAMU KAeMOK 8epemeH08UOHOI (hopmbl, 0OUABHOU
YUMONAG3MOUL U GbIMSHYMbIMU 2UNEPXPOMHBIMU A0PAMU.

Tam xce 6vir0 gvinonneno UI'X- u FISH-uccaedosanue
Memacmamuteckot onyxoau. aunvie UI'X-uccredosarnus:
MDM?2, CDK4 — Heodno3naunas peakuus, h-kairdecmon —
soipascennoe okpawuganue, SMA-okpawugarue no muny
tramtrack; SOX10, S100, MyoD1, ERG, CD34, muoeenun —
axcnpeccus He obnapyxcena. FISH-uccaedosanue: MDM2/
CEP12 — ob6uapyxcena amnaugpuxauus ¢ 95 % onyxonegvix
KAemokx.

Saxarouenue: memacmas UC 6 20106101 MO3e2.

Ha nepecmomp 6 peghepenchbiii yenmp npedcmasneHvl
npenapamoi NepeUUHOLL ONYX0AU U MEMACmasa 8 20108HOl
mo3ze. Kpynuoie gppaemenmot nepsuynoii onyxoau (2021 e2.):
8epemeHOKAeMOYHAS U SNUMEAUOUOHOKACMOUHAS YMEPEHHO
ROAUMOPPHASL capKOMa ¢ OOUWUPHBIMU 30HAMU HeKPO3a U 00U~
auem mumosos. Knemku cpedneeo pazmepa ¢ 203UuHOPUABHOLL
YUMONAA3MOIL, NY3bIPbKOGUOHBIMU U HOPMOXPOMHBIMU A0pa-
MU ¢ meakumu aopviwkamu. Kpynnoie gppaemernmeor onyxonu
20108H020 Mo32a (2024 2.) umerom cxodHoe cmpoeHue ¢ ony-
X010 cepouya, Ha 60abULeM NPOMANCCHUU HEKPOMUZUPOBAHDL,
€ 0OWUPHBIMU NOAAMU MaKPopazos. B eomoewix npenapamax
nocae UTI'X-uccaedosanus SMA, kandecmor — nonoxcumenvhot,
CDK4, MyoD1, CD34, S100, SOX10, ERG — necamugHuL.

Ilpogedeno UI'X-uccredosarnue ¢ 0onoaHumenvHoIMu
maprepamu. Hecmun, MSA, MyoD 1 — crabononodcumensHol
8 uacmu onyxoneswix knemok. CDK-4, Myf4 (muoeenun) —
He2amueHol.

Ilpu FISH-uccaedosanuu (SPEC MDM2-CEN12 (ZL))
Ha 20 sdep onyxonesvix kaemok 43 kpacuoix cuenanra ¢ CEPI2
u 230 3enenvix — c eena MDM?2. Cpednee konuvecmeo KpacHbix
2,15, zeaenvix — 11,5. Coomuowenue 5,34 (puc. 5).

Saxarouenue: UC nesozo npedcepous.

[TPOBJIEMBI B THCTOJIOTMYECKOM

JTUATHOCTUKE UHTUMAJIBHOW CAPKOMBI

Bepudukaumnsa UC npencrasiaseT codoit AMarHOCTH-
YeCcKy IpobiaeMy KakK UISI KIWMHUIKNCTOB, TaK U IJIS
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Puc. 5. Amnaugpuxayus MDM?2. FISH-uccaedosanue. Knunuueckuii cayuaii 2
Fig. 5. MDM2 amplification. FISH-research. Clinical case 2

ITaTOJIOTO0AHATOMOB, ITOCKOJIBKY 3TO 3a00JIeBaHNUE BCTPE-
yaeTcsl KpallHe peaKo, KIMHUYECKHE TTPOSIBJIEHUS] CUMY-
JIMPYIOT 00JIee YacTO BCTpedaloline 3a00JIeBaHMSI, a €TO
TUCTOJIOTUIECKIE OCOOCHHOCTH MOTYT OBITH CXOXKU C TIPH-
3HAKaMU IPYTUX OITyXOJIei MIN COCYINCTHIX 3a00IeBaHUIA.
Tucronornyeckoe MccienoBaHue — KJIIOYEBOM 3Tall B MO/~
TBepKACHUH TrarHo3a. OmMMOKY B TUCTOJIOTMIECKOM TH-
arHoctrke M C MOTyT OBITH CBSI3aHBI CO CXOXECTHIO MOP-
dosormyeckoit KapTHUHBI C APYTUMHU COCYIMCTHIMU
I OITyXOJICBEIMU 3a00JIeBAaHUSIMU, HEIOCTATOYHBIM KO-
JIMIeCTBOM MaTepuajia, HeIIpaBWILHOM TPAKTOBKOM pe-
3yneratoB UI'X-nccenoBanust (HEKOPPEKTHBIM HA00pOM
aHTUTEN, HeKadecTBeHHO U X-peakumeit).

TMCTOJIOT'NMYECKAA OLIEHKA

OITYXOJIN

Tucronornueckas kaptuHa MC BapuabesibHa, 4TO 3a-
TPYIHSIET €e paco3HaBaHue. B mpencraBieHHBIX 000MX
KIMHUYECKNX CIydasX Ha dTalle MepBUIHON MOpdo-
JIOTUYECKO# TMAarHOCTUKKA HAa OCHOBAHWU MOPGhOJIOTH-
YeCKOM KapTUHBI OBLIM BBICTABJICHBI OIMTUOOYHBIC MH-
arHo3sl — MUKcohuOpocapkoMa 1 padbmoMmocapKoma.
B nepBom ciydae nuar{o3 «MukcoguOpocapkomMa HHU3-
KOI CTENEeHU 3JI0KaYEeCTBEHHOCTU» ObLI 00YCIOBIEH
MUKCOMIHBIMM YJaCTKaMU, IIPEUMYIIIECTBEHHO BepeTe-
HOBUIHBIMHU OITYXOJIEBBIMU KJICTKAMU CO CJIA00BBIPaKEeH-
HBIM TTOJTUMOP(HU3MOM M HU3KOM MUTOTUICCKOI aKTHB-
HocThI0. Bo 2-M ciydae omyxojp MMesa IMpU3HAKH,
HaITOMHMHAIOIINE pabIOMMUOCapKOMY: MeCTaMU IIpeoodia-
ITaJTd KPYITHBIE KJIETKU C OOMIbHOM 303MHOMDMIBHOM I~
TOIIJIA3MOM, SKCIECHTPUIHO PACIIOJOXCHHBIM SIPOM,
BCTPEYINCh MHOTOSIIEPHBIC KJIETKH, YIACTKH U3 TTOJIH -
MOPGHBIX BEPETEHOBUIHBIX KJIETOK. Hekpos sBistercs
YacTBIM IIPU3HAKOM arpecCHBHEIX OITyXOJeH, BKIIFOUas
MC. Omumbky MOTYT BO3HHKATh, KOTIa HEKPOTUYECKIE
YIaCTKM OITYXOJIM TIPH OTCYTCTBUHU KM3HECIIOCOOHBIX
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KJIETOK OIMMOOYHO MHTEPIIPETUPYIOTCS KaK IPU3HAKU
IPYTUX COCTOSTHUI (HamIpuMep, TpomM003a).

OIIIMBKM N3-3A HEAOCTATKA MATEPHAJIA

Jloxammzaumsa MC B monocTax cepiama M KpyIHBIX
KPOBEHOCHBIX cocyaax (HarmpuMmep, B ISTOYHOM apTepui)
PE3KO OTpaHMIMBACT BOZMOXHOCTH IS TTOTYIeHUS OMO-
TICMITHOTO MaTepuraa, a TeM 0oJiee B IOCTAaTOYHOM 00beMe
1 XopoIero kayecTsa (0e3 Hekpo30B). Kpome Toro, maxe
B aJcKBaTHOM OMOIICMITHOM MaTepualie IpeacTaBicHa
He BCSI OIyXOJIb, M, YIUThIBast, 4T0 MC rucromorndecku
4acTO CUMYJIPYET OPYTUe CAPKOMBI, 110 (hparMeHTyY MOXKET
OBITH ITOCTABIICH HEITPABWIBHEIN TMArHO3.

CJIOKHOCTHU B MHTEPITPETALIMI

NMMVYHOTIMICTOXMMHWYECKMX MAPKEPOB

HMHTUManpHas capkoMa TpedyeT ciein(IIeCKIX MO-
JICKYJISIDHBIX MapKepoB IIJisi TTOATBEPKICHUS THArHO3a.
MHor1e capKOMBbI UIMEIOT CXOKWI TMMYHO(MEHOTHII, T10-
3TOMY Jaxe Crieln(pIecKrie MapKephbl MOTYT BBECTH B 3a-
onyxnenne. Hanmpumep, ecau MUC skcrpeccupyer CD34
win ¢axkrop VIII, oHa MoxXeT ObITh OLIMOOYHO MPUHSTA
3a aHTUOCAPKOMY.

Hepenko HazHaueHME HeaaeKBAaTHOM ITaHEIN aHTH -
TeJl U HeIpaBUJIbHAS MHTEPIIpeTAllNs UMMYHOGhEHOTH -
IMa yBOIST OT MPaBUJIBHOTO mmarHo3a. Heobxommmo

Taomuua 1. Jucmonoeuueckue munst nepeuuHbsIX KapOUanibHbiX CAPKOM

Table 1. Histologic types of primary cardiac sarcoma

Tucrogaorus
" _ 110 ¥ IIOCJIe mepe-
ITepBuunbiii tuarno3 (n = 100) cmoTpa, 1

I/IHTI/‘IM‘E?JI?HZIIH capkoMa 6—> 42
Intimal sarcoma
AHr_vlocapKOMa 29 26
Anglosarcoma
HenmnddepenunpoBaHHas capkoma
(UDS) 34 — 22
Undifferentiated sarcoma (UDS)
CuHoBMaIbHAsI capKoMa

: 6—17
Synovial sarcoma
JI:[e'I/IOMI/I-OC?.pKOMa 1252

€lomyosarcoma

INepudepnueckast HeiiposKTOAEP-
MaibHas orryxosb (PNET) 351
Peripheral neuroectodermal tumor (PNET)
Mquod)MGpocapKOMa 450
Myxofibrosarcoma
Pabnomuocapkoma 350
Rhabdomyosarcoma
ITneomopdHas nunocapkoma (PLPS) 150
Pleomorphic liposarcoma (PLPS)
HenudbdepeHurpoBaHHas
Jnunocapkoma (DDLPS) 2—0

Dedifferentiated liposarcoma (DDLPS)
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HCTIOJb30BaTh JOCTATOYHO IMMPOKUIA CITIEKTP aHTUTE, TaK
KaK TIpUMEHEHHWE JIUIIb CTAHIAPTHBIX MapKepOB HE MO-
3BOJISIET UCKITIOUUTD IPYTUE CAPKOMBI.

ITo manHBIM HabOJIEEe KPYITHOTO MCCIIeIOBAHMS, T10-
CBSIIIIEHHOTO TIEPBUYHBIM OIYXOJIsIM cepana [12] u Kpyrr-
HBIX cOocymoB u3 10 oHKoMOrm4ecKux MeHTpoB PpaHImu
¢ 1977 mo 2013 1., Hambonee yacTto BcTpedanuch MC
(42 %), anrnocapkoma (26 %) u HeauddepeHLIMPOBAH-
Hast capkoma (22 %). B uccinenoBaHue GbITM BKJIIOYESHBI
100 capkoM ¢ pa3IMIHBIMHU TIEPBUYHBIMU TUCTOJIOTHIEC-
CKMMU TWAaTHO3aMM. BBII MpoBeneH mepecMoTp TUCTOJI0-
TUIECKUX IIPEIIapaToB, TP HEOOXOMMMOCTH BHITTOTHEHBI
HUT'X- u FISH-uccnemosanusa. M3 12 neiitoMmmocapkom
JIMATHO3 TIOATBEPAMJICS TOJIBKO B 2 CITy4asx, U3 3 IIpUMU-
TUBHBIX HEHPO3KTOAEPMAIBHBIX OITyXojeil (primitive
neuroectodermal tumors, PNET) — Tonbko B 1 ciydae,
n3 34 HeguddepeHIMPOBAaHHBIX CAPKOM — TOJIBKO B 22,
a u3 29 anrnocapkom — B 26 ciayuvasx. ITocie nepecMmorpa
4 MukcopumOpocapKoMbl, 3 pabaOMHUOCAPKOMBI, 3 JIM-
ImocapKoMEI (TieomopdHasa u AenuddhepeHIIMpOBaHHAS)
ObLTK UcKITI04YeHBI. ToJibKo 1 omyxoub Obliia pexJiaccudu-
LIMPOBaHA B CHHOBUAIbHYIO CAPKOMY, a OCTaJlbHbIE 36 —
B MIC, B TO BpeMsI KaK IpH TIEPBUIHOI TUATHOCTUKE TOJIb-
Ko 6 omyxouieir otHecan K UC (rmocie nepecmorpa — 42)
(tadm. 1).

ITo MHEeHMIO aBTOPOB, HanOOJIEE TTOJIE3HBIMU MapKe-
pamu 66utH [12]:

1. CD31 nng quarHOCTUKY aHTHOCAPKOMBI.

2. MDM2 nng unentuduxkannm moreHuuanbHbix UC.

3. MeImieydabie MapKephl UIST BBISIBIICHUS] MBIIICYHOMN
I bepeHITUPOBKH.

Cnyyati uz npakmuku | Case from practice

4. H-xanmmecMOH 15T HACHTH(UKAIIAN JICHOMIOCAPKOMBI.
5. BrmTennanbHble MapKephl WIS NICHTU(PUKALINN CHU-

HOBUAJIBHOM CapKOMBIL.

Hpyrue MapKepbl NCITOIb30BAINCH B 3aBUCUMOCTH OT
TIPEaIIoIaraeMoro 1mo MophoI0THIECKON KapTHUHE aUar-
Ho3a (Tabir. 2).

MoneKyIsIpHO-TeHETUISCKIIe METOIBI BCe Jalle He-
00XOIMMBI JUTST AMAarHOCTUKHU capkoM [13]. Benymmm nH-
CTPYMEHTOM B TMAarHOCTHKE KapAUaIbHBIX CAPKOM SIBJISICT-
s BeIsIBIIeHNe aMIutndukanu MDM?2 ¢ ncnonb3oBaHAEM
FISH-nccnenoBanust, mockonbKy B 20 % ciydaes Ipy Ti-
nepakcipeccun MDM?2 (puc. 6), BBISIBIEHHON UMMYHO-
TUCTOXUMHUYECKUM MeTOoIoM, ammaundukauus MDM?2
He moaTBepxknaetcd [14]. HanmpoTuB, runepakcnpeccus
CDK4 noutn cneumdnaHa pisa amrmmmdukanun CDK4,
HO MeHee YyBCTBUTEIIbHA, YeM TUITepakcpeccuss MDM?2
(puc. 7).

IMpumenenue anturena K MDM?2 B HuskoguddepeH-
IMPOBAaHHBIX KapIUAIbLHBIX CApKOMaX MO3BOJISIET KaK MH-
HUMYM 3anogo3puth MC, Hanbojee 4acThIii TUCTOTHII
KapauaJabHOW CapKOMBI, KOTOPYIO CJIeIyeT IMOATBePINTD
C TIOMOIITBI0 MOJICKYJISIPHO-TEeHETUIECKIX UCCIIeIOBAaHMI
(cM. puc. 6). Okoso 2/3 (42 u3 64) HuskoauddepeHLn-
POBaHHBIX CapKOM MMeIOT aMIindukanuio MDM?2 [15].
Amrumndnkanus MDM?2 obnactu 12q12—15 Takke xapak-
TepHa I AennddhepeHIIMPOBaHHOM JINITOCAPKOMBI, KO-
TOpast MOXKET Pa3BUBAThCS B TPYIHOM KJIIETKE C BTOPUYHBIM
BoBJIeueHHeM cepaua [16]. OgHako npu ageKBaTHOM Ma-
TepHuaje B OIYXOJIM OOBIYHO BBISIBJISIETCS XOpOoIIo audde-
PEHIIMPOBAHHBIN JIMIIOMATO3HBIII KOMIIOHEHT U BeCh
TeHOMHBIN TTpoduib Tpoile 6e3 ammaudukanum 4ql12

Tabmina 2. Pe3yavmamol UMMYHOSUCIOXUMUYECKOL RAHeAU NPU KAPOUAAbHBIX CAPKOMAX

Table 2. Results of immunohistochemical panel in cardiac sarcoma

Mapep  capeovan ) Awwecaons,  BUGIBIERST  capoaen (9 wan (B
MDM2 42 (100) 5(19) 6 (27) 0 2 (100)
CDK4 30 (71) 0 0 0 1 (50)
HMGA2 37 (88) 4 (15) 9 (40) 0 1 (50)
Desmin 14 (33) 0 209) 1 (14) 2 (100)
Myogenin 5(11) 0 0 0 0
H-caldesmon 0 0 1(4,5) 0 2 (100)
SMA 15 (35) 5(19) 5(22) 1(14) 2 (100)
CD31 0 26 (100) 0 0 0
CD34 3(7) 23 (88) 3(13) 0 0
AE1/AE3 6 (14) 2(7) 6 (27) 6 (85) 0
EMA 3(7) 0 1 (4,5) 5(71) 0
S100 3(7) 0 209 0 0
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Puc. 6. Dxcnpeccus MDM2. FISH-uccaedosanue. Knunuueckuii cayuaii 2. <200

Fig. 6. Diffuse positivity of MDM?2. FISH-research. Clinical case 2. x200
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Puc. 8. Dxcnpeccus decmuna 6 yumonnasme onyxonegvix kaemoxk. HUmmy-
Hoeucmoxumuyeckoe uccaedosanue. Knunuyeckuii cayuaii 2. <200

Fig. 8. Focal and positivity of desmin. Immunohistochemical study. Clinical
case 2. x200

Puc. 9. Sxcnpeccus MSA. Ummynoeucmoxumuueckoe uccredosanue. Kau-

Puc. 7. Bxcnpeccus CDK4. Ummynoeucmoxumuueckoe uccaedosarue. Kau-
Huveckuii cayyail 2. x 200

Fig. 7. Diffuse positivity of CDK4. Immunohistochemical study. Clinical
case 2. x200

u yBenmmuenust 7pl2 [17]. [TapaocTeanbHble U EHTPATb-
HBIE XOpOIII0 nrhhepeHIIMPOBAHHBIC OCTEOCAPKOMEBI TaK-
Ke uMmeloT amrndukanumio 12q12—15, Ho kIMHUYeCKast
KapTUHA U TUCTOJIOTUYECKOE CTPOCHUE COBEPIIIEHHO pa3-
muaHbl [18]. CuHOBManbHAs capkoMma KpaifHe penko
BCTpEUaeTCs B 3TOM JIOKATM3AIUY U IOJKHA 00513aTeTbHO
OBITH TIOATBEPKIEHA MOJIEKYJISIPHO-TEHETUUECKUM METOZIOM,
Jlaxe ecIv UMeeT Kiaccuieckyro Mopdosoruio [19].

B pesynbraTte mpoBeneHHOTO aHanW3a Ha3HAYEHUN
maHenu MIT'X-mapkepoB B 4 naboparopusix oKazajioch,
YTO COBOKYITHO JyIsl Bbhixona Ha nuarHo3 MC uzpacxono-
BaHO 20 aHTHTeJ Ha KaXIBII CIyJaii.

B xnmHmnyeckoMm ciydae 1 ObUTM BKITIOUEHBI B UCCIIE-
JIOBaHME TTIOBTOPHO 7 MapKepOB, TaK KaK MpeTapaThl Mocie
TepPBOTO MccenoBaHusl He ObuTH TipenocTaBieHsb! (S100,

Huyeckull cayuaii 2. <200

Fig. 9. Focal and weak positivity of MSA. Immunohistochemical study.
Clinical case 2. x200

AE1/AE3, necmun, CD31, CD34, Fli-1 u Ki-67). Tonbko
NSE u xanpeTuHUH He ObLTW BKIIIOYEHBI B TTOBTOPHOE
nccnenoBanue. HoBbIMY HOTTOTHUTENHPHBIMU MapKepaMu
crtau CDK4, ERG, SMA u WT 1. [1pu nepBuuHoi1 nuar-
HOCTHKE He OblIa YyUTeHa JIOKAIM3ALKS OIyXOJIu, a TPy
TOAXOME K OTYXOJIN KaK K CApKOMe MSITKUX TKaHel Mop-
(bonormyeckasi kKapTHa B COBOKYITHOCTH C OTCYTCTBHEM
9KCIIPECCUU KaKUX-TN00 crennduueckux MapKepoB
(V3 BBITIOJTHEHHBIX) TIpUBENa K AWArHO3y MUKcO(u-
Opocapkombl. [1paBUIIbHBII AMAarHO3 OBUT IOCTABIIEH C TTO-
mombio FISH-nccnenoBanms ¢ 3oumamu K MDM2/CEP12
(cwm. puc. 4).

B xiiuHMYeckoM cirydae 2 TpUKIbl ObUIO BHITIOTHEHO
uccinegoBanue ¢ MyoD1. [1pu nepBUyHOM UCCIEI0BAHUU
OTTYXOJIU Ceplia OITMOOYHAS MHTEPIIPETALIMSI 3TOTO Map-
Kepa KakK IMO3UTUBHOTO B COBOKYITHOCTHU C 9KCTIpeccueit
necmuHa (puc. 8—10) moBnekna 3a cob0il TPAaKTOBKY
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Puc. 10. Dxcnpeccus MyoD 1 viparcena kpaiine caabo 8 0pax HeKomopsix
onyxonegvix kaemok. Ummynoeucmoxumuueckoe uccredoganue. Kiunu-
ueckuil cayuaii 2. x200

Fig. 10. Focal and weak positivity of MyoD1 in some tumor cells.
Immunohistochemical study. Clinical case 2. <200

OITyXOJI1 KaK pabmomuocapKombl. MC MoXeT 3KcIpecch-
poBaTh MBIIIIEUHBIE MapKephl. Tak, B pabote A. Neuville
u coasT. 14 (33 %) u3 42 VIC skcnpeccupoBaiy JeCMUH,
a 5 M3 HUX 3KCIIPECCUPOBAIA 1 MUOTeHUH (MMeJId padbmo-
MHOcapKoMaTo3HYI0 nuddepeHInpoBKy) [12]. [Ipu cpaB-
HUTEIBHOM MCCIICIOBAHNN TICPBUYHON OIYyXOJIM U MeTa-
craza moBTopHO ucciaemoBanu CDK4 (cm. pwmc. 8),
MuoreHUH 1 MyoD1 (cum. puc. 10) 1 TTOIydmian OTCyTCTBIE
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9KCIIPECCUU, HO MOATBEPIMIM 3KCIPECCUIO TeCMMUHA
(cM. puc. 8). Takoit ”UMMYHO(DEHOTHIT He TIO3BOJISICT TIPEI-
rmoJjiaraTh padmoMuocapkoMy. UMeHHO 3Ta IMarHOCTHYE-
cKas oIIKMOKa IpU 9KCIIPECCUM IeCMIHA OIKcaHa B paboTte
A. Neuville u coasr. B 3 cayuasx [12].

OOIIUM [UIST ONTMCBIBAEMBIX HAMU CIy9acB SIBIISICTCS
TO, YTO IIPY MEPBUYHOM AuarHoctuke nuardo3 MC maxke
He pacCMaTpUBaIu, B TO BpeMsI Kak OOJIbILIMHCTBO OIyXO-
JIeil ToJIocTeit cepAlla M KPYITHBIX COCYIOB SIBJISIIOTCS
umeHHo MC. Omyxonu Takoil JIOKaaU3alund B IIEPBYIO
o4depeb JOJKHBI ObITh IPOTECTUPOBAHLI HA HAJTMYNE aM-
mwmdukauuu MDM?2. B 10 yupexnennsax @paHnum npu
MEPBUYHOM TUATHOCTUKE ObUIM JOMYILEHbI T K€ OLIMOKI
(cm. Tabm. 1) [12].

SAK/TFOYEHME

Jnarnoctrika MC He npeacTaBisieT coboil CJI0XKHBIN Ipo-
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MaTepmaabl

Poccniickoi HeAeA OHKOIIATOAOT U
8-12 oxtsibps 2024
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of the Russian Week of Oncopathology
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FTMMEPIKCNPECCUA HER-2 NEU HE YXYOLAET
MPOrHO3 NP PAKE MOJTOYHOW XENE3bI:
YINYBJIEHHBIN 3NUAEMUOIOTNYECKUNI
AHANN3, NO OAHHBIM APXAHTENBCKOTO

PETMCTPA PAKA

Araepa A. B.!, Baabkosa JI. E.!, Umanuros E. H.2,
Basaskos M. 10.!
'IDI'BOY BO «Cesephutii 2ocydapcmeentblii MeOUUUHCK UL
YHueepcumem» Mumn3zdpasa Poccuu; Poccus,
163061 Apxaneensck, Tpouykuii np-km, 51;
PI'BY «Hayuonanvhwtii MeOUUUHCKUIL UCCAe008aMENbCK UL
yenmp onxonoeuu um. H. H. Ilemposa» Mun3sdpasa Poccuu;
Poccus, 117758 Cankm-Ilemepbype, n. [lecounbiii,
ya. Jlenunepaockas, 68
e-mail: agaeva@onko29.ru

Beenenne. KittoueBast poJib B OIIpeIe/ICHIHN CTpaTeTUHN
TepaInmy paka MoOJIOUHOM kene3bl (PM2XK) ompenernsieTcst
pe3ynsrataMu UMMyHorucroxummdeckoro (MI'X) anamm-
3a. [umepskcnpeccust u ammmbukanus HER2/neu
B OITYXOJIM SIBJISTUCH HEOJIATOMPUATHBIM ITIPOTHOCTHYIEC-
CKMM IIPU3HAKOM B IIEpHOI 0 HaYaia MPUMEHEHMS Tap-
TeTHBIX MpeTapaToB.

IHeab uccaenoBanusi — OLEHUTb MPOTHOCTUYECKOE
3HaYeHMe BapnaHTOB 3Kkcnpeccun HER2/neu y 601bHBIX
PMX B pamkax yriy0JIEHHOIO 3IHAEMHUOJIOTNYECKOIO
aHaNM3a, IO JTaHHBIM APXaHTeJILCKOTO 00JIACTHOTO KaH-
uep-peructpa (AOKP), B mepron 2010—2020 rr.

Marepuaisl 1 MeToapl. [TokazaTen ypoBHEI SKCIIpec-
cum HER2/neu u3 6a3bl JaHHBIX MAaTOJIOTO-aHATOMM-
YeCKOTO OTHEICHUSI ApXaHTeJIbCKOTO OHKOJIOTHYECKOTO
IHUCIIaHCepa COBMEIIIECHBI CO CIUIONIHOM BRIOOPKOM HaH-
HbIX 0 PM2XK 13 6a3s1 anabeix AOKP. C moMmo1sio MeTo-
noB Karmrana—Maiiepa u life tables onieHUBaIM oImyxose-
crierraecKyo BepkuBaeMocTh (OCB) pu pa3mmaHbIX
ypoBHsix akcnpeccn HER2 /neu. C momorpio perpeccuu
Koxkca menanm rmorpaBKy Ha HepaBHOMEPHOE pacIipeesie-
HUE OTHCIbHBIX (PAaKTOPOB, NOCTYITHBIX B 0a3e MaHHBIX
peructpa, u UI' X-npeaukTopos.

Pe3ynbraTel. Oto0pano 5357 ciaydaes PMXK. Ilpu
ypoBHsix HER2/neu 0, 1+, 2+, 3+ 5-metnsiss OCB cocra-
Buia 83,0; 82,1; 83,4 u 72,8 % coorBercTBeHHO, p <0,001.
B omHOMepHOIT perpecCMOHHOM MOIEI OTHOIIICHUE PYC-
k0B (OP) cmeptit or PM2K ipu HER2/neu 3+ cocraBuiio
1,49 (95 % noseputenbHblii unTepsain (J111) 1,28—1,75) mo
cpaBHeHnio ¢ HER2/neu 0. IIpu mompaBke Ha cTamuio,
YPOBHM 3KCIIPECCUM PELEIITOPOB 3cTporeHoB Ki-67 (Mo-
Ieab 2) ¥ Bce JOCTYITHBIC B 0a3¢ JaHHBIX peTUCTpa Iepe-
meHHbIe (Mogenb 3) OP cocrasuio 0,81 (AU 0,66—0,99)
u 0,77 (1N 0,62—0,95) cOOTBETCTBEHHO.

3akimouenne. B ycI0BUSX JOCTYITHOCTH TapreTHOM Te-
parmu runepakcrnpeccust HER2 /neu cBsizana ¢ He3aBU-
CHMBIM OJIATONIPUSITHBIM IIPOTHO30M BBDKMBAeMOCTH Ha
nonyiIsInuoHHOM ypoBHeE. B To ke Bpemss HER2/neu 3+
OITyXOJIM ICXOTHO CBSI3aHBI C 00JIee pacIIpoCTpaHEHHBIMU
cragusiMu PM2K, HM3KOI 3KcIIpeccueil pelenTopoB
3CTPOreHOB U BhICOKOI 3KcIpeccueit Ki-67.

MEPBUYHOE MOPAXEHWE COCKOBO-
APEONIAPHOW 30HbI MPW PAKE MOJIOYHOW
XENE3bl KAK HE3ABUCUMbIN ®AKTOP
HEBJATONMPUATHOMO NPOTHO3A — AHAN3
APXAHTENIbCKOIO OBJTACTHOIO PETUCTPA
PAKA 3A 2000-2020 IT.

Araesa A. B., Ipomos /1. /1., boraanos /I. B., Baiskos M. 1O.

DI'BOY BO «CesepHbiii 20cyoapcmeentblii MeOUYUHCKULL
yHuseepcumem» Munzdpasa Poccuu; Poccus,
163061 Apxaneeavck, Tpouukuii np-km, 51
e-mail: agaeva@onko29.ru

BBeaenne. Y XeHIIMH BO BCEM MMUPE, B TOM YHUCIE
B Poccun, B CTpyKType 3710Ka4eCTBEHHBIX HOBOOOpa30oBa-
Huit tuaupyer PM2K. Tororpacdusg nepBuyHOro odara,
10 TaHHBIM Psifa KIMHUISCKUX aHAJM30B, MOXET OIpe-
IEISITh TTPOTHO3 BBIKMBAEMOCTH, HO YaCTO MOIIHOCTH
MPOBEICHHBIX NCCISI0BAHMIA He XBaTaeT ISl IIOATBEPKIC-
HUSI 9TOM TUTIOTE3HI.
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Ilean uccaenoBanus — OICHUTH BIMSTHYC HAa IIPOTHO3
Tororpadun nmepBUYHOro ovara, mo gaHHeIM AOKP,
B 2000—2020 rT.

Marepuaisl 1 MeToabl. M3 6a3pr maHHBIX AOKP MBI
M3BJIEKIIA JaHHBIe 000 Beex caydasx PM2K 3a 2000—2020 rr
OCB oueHeHa ¢ rmomonibio MeTogoB Karmmana—Maiiepa
n life tables. CTeneHb BIMSHUS Ha MPOTHO3 OTHACIBLHBIX
¢dakTopoB o1leHeHa B perpeccun Kokca.

Pesyasrarsl. B utorosblit aHanu3 Bouwio 8959 ciyyaes
PMIK. ITepBuuHoe mmopaxkeHne cocka u apeoisl (C50.0),
LIEHTPaILHOM YacTH MOJIOUHOM XKeje3rl (C50.1), BepxHe-
pHyTpeHHero (C50.2), mmkaeBHYyTpeHHer0 (C50.3), Bepx-
HeHapyxHoro (C50.4), amxHeHapyxHoro (C50.5) otne-
JIOB ¥ TIOAMBIIICYHON 3amHell 9aCTH MOJIOYHOM XKeJle3bl
(C50.6) Be1siBIIEHO B48 (0,5 %), 1821 (20,3 %), 1005 (11,2 %),
390 (4,3 %), 3089 (34 %), 639 (7,1 %) u 20 (0,2 %) cmygasix
cootBercTBeHHO. [IarmnerHszst OCB Bo Beell momynsimmu
0onbHBIX PM2K ¢ ycTaHoBIeHHOM Tonorpadueii coctaBu-
na 80,7 %. Ona BappupoBaia B npegenax 79,3—85,0 %
nipu Tortorpadusx C50.1—C50.6; ipu Ttormorpadum C50.0
cocraBuia 73,6 %. B onHomepHoii perpeccun Kokca npu
OP C50.0 5-nmetrszt OCB cocrasuna 1,26 (95 % A1 0,74—
2,13), npu nonpaBke Ha craguio — 2,17 (95 % AN 1,27-3,68);
B MHOXXECTBEHHOM PerpecCMOHHON MOJIEIIH, BKITIOYABIIECH
Bce JocTyIHbIe B 0a3e maHHBIX AOKP miepemMeHHEBIe, a TaKKe
HUI'X-npodwuis nanuenTos, — 2,07 (95 % AU 1,21-3,50)
10 cpaBHEHMIO ¢ pedepeHTHOoI rpymioil C50.4.

3akmouenue. Jlokanmmzauus rmepsudHoro ouara PM2>K
B COCKOBO-apeOJISIPHOI 00JIaCTH CBSI3aHA C TIOBBIIIICHHBIM
BIBOE pUCKOM cMepTHr. Heobxommmo paccMOTpeTh BOIIPOC
0 BO3MOXHOCTU M3MeHeHUs1 ctanupoBaHuss PMXK atoit
Tororpacun. DTa KaTeropusl O0JIBHBIX, BEPOSITHO, TPEOY-
eT 0ojee MHTEHCUBHOTO JICUCHMSI.

YACTOTA BCTPEYAEMOCTU W MPEQENbI
BAPbUPOBAHUA AHOMAJIbHbIX KJTETOK
MHOTFOC/TOMHOTO NAOCKOIo
HEOPOTOBEBALLEFO INUTENUA WENKW
MATKW B PA3HbIX TPUMECTPAX
BEPEMEHHOCTW Y XUTENbHWL
. BOPOHEXA

Kpsicanosa T. H.
bY3 BO «Bopouesicckasi 20po0cKast KAUHUMECKast ROAUKAUHUKA No 18 ;

Poccus, 394014 Bopoueac, Jlenunckuii np-km, 2/5
e-mail: plenidkina@mail.ru

Bgenenmne. [1pu 6epeMEHHOCTH OTMEUAIOTCS yBeJIUUe-
HHUE TOJIIMHB MHOTOCJIOHOTO TIJIOCKOTO SITUTEINS 9K-
30llIepBUKCcAa 1 0a3aIbHOKJIETOYHASI TUIIEPAKTUBHOCTD
snurenars. [TogoOHbIe CTPYKTYpHBIE UBMEHEHUS 9K301IEp-
BHUKCa CO3MAIOT 3HAUMTENIPHBIC TPYTHOCTU B U depeH-
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[UATBHON TUAarHOCTHKE TUCTODM3NOIOTHUECKIX OCOOCH-
HOCTEH U IIPEAPAKOBBIX COCTOSSHUM IIIEUKN MaTKU.

Ilean uccaenoBanus — BbISIBIECHHWE YaCTOThI BCTpeya-
€MOCTH M TIPEICJIOB BAPbUPOBAHUS KJIETOK C aHOMAJIASIMU
SApa B IATAHIPUIESCKOM SITUTEIUN B Pa3TMYHBIX TPUME-
cTpax 0epeMeHHOCTH.

Marepuajsl 1 MeToabl. VccitleqoBany TpagulInOHHBIC
Ma3K| Ineiikn Matku 30 XXeHIIWH. Bcero mmpocMoTpeHo
30000 KIeTOK MHOTOCJIOMHOTO TUIOCKOTO HEOPOTroBeBa-
forero sruTesust (MITH3). Bemm o6cnemoBaHbl 3 TpyIImisI
xeniyH — B 1, 11 u 111 tpumectpax 6epemeHHOCTU. Bee xeH-
IIUHEI 3M0poBbie, 1988—1997 romoB poxaerms (20—30 yer),
MMEIOINEe B aHaAMHe3¢ OTHHU POIbI, 2-10 OEpeMEeHHOCTb,
OTCYTCTBHE a0OpPTOB, BRIKUIBIIICH 1 THHEKOJIOTMIECKIX
3aboJieBaHMil. Bee oOciteqyemMble KEHIIMMHBI TTPOXUBAIOT
B OTHOM paitoHe T. BopoHexka, TeppuToOpraIbHO IPUKPE-
wieHHoM K BY3 BO «BopoHeskckas ropojackast KITMHU4Ye-
ckast nmonukinHuKa Ne 18». [TpobomnoaroroBka ocyliect-
BJISIACh TPAIUIIMOHHBIM cItocoboM. [1pu cyxoit prkcarmm
KJIETOYHBII MaTepuajl, HaHeCEHHBII Ha CTEKJIO, BBICY-
IIMBaJIM Ha BO3MyXe U 3aTeM (PUKCHPOBAIM KPACUTEIIEM-
($HUKCaTOpOM 303MHOM WJIM METHJICHOBBIM CUHIM 110 Maii—
IpronBasbIy, OKpammBaiy 1o PoMaHOBCKOMY (a3yp-3031-
HOBOI1 cMechlo). B Kaxkmom Tiperapare ImpocMaTpuBaIn
1000 xmetoxk MITHD.

Pesynsrater. B MITHD y o6cenyeMbIX KeHIIMH ObLTH
BBIZICJICHBI CIICAYIOIINE KIIeTOYHbIe (DOPMEBI: KJIETKa ¢ HOp-
MaJIbHBIM SIITPOM, MUKPOSIIPOM, HECKOJTBKIMHI MUKPOSTAPA-
MM; SIPO C TIPOTPY3HEl, ¢ HECKOJIBKUMM IIPOTPY3USIMHU;
KJIeTKa C MUKPOSIPAMHU 1 IIPOTPY3USIMU, IBYSIIEPHAST KJIeT-
Ka; SIpo ¢ HaCEUKOI (ITePeTSTKKOM), SIIPO ¢ HECKOIBKUMU
HaceyKaMU (TIepeTsKKaMu), aTUITMYHOM (DOPMBI, C TIepHHY-
KJIeapHBIMU BaKyoJISIMUA, KOHICHCHUPOBAHHBIM XPOMATHHOM;
KJIETKA C KOHICHCHPOBAaHHBIM XPOMATHOM 1 BaKyOJI3alli-
eif ssapa, KapruopeKCHc, KaprOIMMKHO3, HA9aI0 KaproIn3Kca,
SIIPO C aITONTO3HBIMU TEJIAMU, KJIETKA C JIMTTAIHBIMU TPaHy-
JIaMU ¥ TPaHyJIaMH TJIMKOTeHA B IIATOILIA3Me.

[Ipu mpoBeneHNM UCCIEIOBAaHUS OTMEUYCHBI CIICHY-
[olne TeHIeHINY B KileTkax MITHD: yacToTa BcTpeuae-
MOCTH C YBEIMICHUEM TPUMECTpa OEpeMEHHOCTH YBEIIH -
YyWBajach B CICAYIOIINX KJIECTOYHBIX (hOpMax: KIIETKE
C IPOTPYy3uel, HECKOJIBKUMHU TIPOTPY3USIMH, HACCUKOU
(mepeTsokkoif). YacToTa BCTpEYaeMOCTH C YBEIMICHUEM
TpuMecTpa 6epeMeHHOCTH YMEHbBIIAIACh B CICTYIOIITNX
KJICTOYHBIX (hopMax: sIIpe ¢ KOHACHCUPOBAHHBIM XpOMa-
THHOM; KJIETKE C KOHIEHCAIleil XpoMaTHHA W BaKyOJIu-
3alMeil smpa, KApUOMMKHO30M, HAYaJIoM KapuOJIM3NCa,
aIToNTO3HBIMY TEJIAMM;, ABYSIIEPHOM KJIETKE, SIIPE aTUTIY -
HO¥# (pOpMBI, KJIIETKE C JTUITMIHBIMYU TpaHyJIaMU W TPaHy-
JIaMM TJIMKOTEHA B IIMTOTUIA3MeE.

3akmouenne. C yBeTMIeHNEM TpUMeECTpa OepeMeHHO-
CTH OTMEYAeTCs CTAOMIIM3ALIMSI COCTOSTHUS SIApa B KIIETKAX
MITH3.

OHKOTITATOAOT M
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NMHOOPMALIUA OTTA ABTOPOB

Mpu HanpasneHun CTaTbi B pefakumio xypHana «OHKonatonorua» asropam
Heo6X0MMO PYKOBOACTBOBATBCA C/IEAYIOLLMMU NPaBUNAMU.
1. 06wue npaBuna
Mpu nepBMYHOM HanpaBNeHM PyKONMCU B PefaKuMio B KOMWU NIEKTPOHHOTO
M1CbMa BOMKHbI BbITb yKa3aHbl Bce aBTOPbI AaHHON cTaTbin. 06paTHYI0 BA3b € pefak-
Lmeii GyzieT NoAAepKIBaTb OTBETCTBEHHBIIA aBTOP, 0003HAYEHHBIIA B (TaTbe (CM. MYHKT 2).
[Ina pacemoTpeHma pykonucu pesakumm Tpebyetca NcbMeHHoe Cornacue Kax-
J0r0 aBTopa Ha 06paboTKy M pacnpocTpaHeHue NepcoHanbHbIX AaHHbIX B NEYaTHOM
u undpoom Buze. CkaH NOANMCAHHOTO COrMAcsA He0BXOANMO 3arpy3uTb KaK JOMONHM-
TeNbHblit daiin B pasgene «onucaHue» npu nojayve cTatbyt. MeyatHblil NOANNCAHHbII
BapUAHT COrNacua HeobXoAUMO OTNPaBUTb Ha ajpec peaaKLmu.
MpeacTaBneHme B pefakLmio paHee onybnKoBaHHbIX CTaTeli He JONYCKAeTCA.
2. 0dopmneHne AaHHbIX 0 CTaTbe U aBTOPaX
« llepBas CTpaHMLa AOMKHA COfEPXaTD:
— Ha3BaHue (TaTby,
— MHULMAnNb! 1 GamuauY Bcex aBTOPOB,
— yueHble CTeNeHM, 3BaHNA, JOMKHOCTM, MeCTO paboTbl KaXA0ro U3 aBTopoB,
a 1akxe ux ORCID (npm Hanuuum),
—NI0JIHOE Ha3BaHMe yupexeHna (yupexaeHinii), B KOTopom (KOTOpbIX) Bbl-
nonHeHa pabota,
— aZipec yupexaeHus (yupexzaeHiuil) C ykasaHueM UHAEK(.
« TocnepHAs cTpaHNLa AOMKHA CORePXKaTb (BefeH!A 06 aBTope, OTBETCTBEH-
HOM 3 (BA3b C pefiakLimeil:
— hamunms, UM, 0TYECTBO NONHOCTBIO,
— 3aHMMaeMas OMKHOCTb,
— yueHas cTeneHb, yueHoe 3BaHue,
—NepcoHanbHblit MexayHapoaHbli upentudukatop ORCID (noapobHee:
http://orcid.org/),
—nepcoHanbHblil upenTdukatop B PUHL (nogpobhee: http://elibrary.ru/
projects/science_index/author_tutorial. asp),
— KOHTaKTHbIii TeneQoH,
— aipec aNeKTPOHHOI NOUTbI.
3. 0popmneHme TekcTa
(Cratbu npuHMMatoTca B dopmarax doc, docx, rtf.
LWpndt —Times New Roman, kernb 14, MeXcTpouHbii uHTepBan 1,5. Bee crpaxnubl
LOMKHBI 6bITb IPOHYMePOBaHbI. TeKCT CTaTbil HAUMHAETCA CO BTOPOA CTPaHULbI.
4, 06bem cTateit (6€3 yueTa UNNKOCTPALMIA N CUCKA TUTEPATYpbI)
OpurnHanbHas cTaTba — He 6onee 12 cTpauy (66nbLunit 06bem fonyckaetca
B UHAMBUAYaNbHOM NOPAZKE, N0 PELUEHMH0 pefaKLm).
OnucaHne KNMHUYECKUX CnyYaeB — He 6onee 8 cTpaHuL.
0630p nuTepatypbl — He 6onee 20 cTpaHuL,.
KpaTkue coobiieHnsa u nucbma B peakuuio — 3 CTpaHuLbl.
5.Pesiome
Ko Bcem Bigam ctateil Ha 0TAeNbHOI CTPAHMLE fOMKHO BbITb MPUNOXEHO pe3io-
Me Ha PycCcKOM 1 aHIMMACKOM (M0 BO3MOXHOCTH) A3blKaX. Pe3tome JOMKHO KpaTKo Nno-
BTOPATb CTPYKTYPY CTaTbM, HE3aBUCMMO OT ee TeMaTuKy.
06bem pesiome — He bonee 2500 3HaKoB, BKiouas npobenbl. Peiome He LOMKHO
COePKaTb CChITKM Ha UCTOYHUKM NITEPATYPbI W UIIKCTPATUBHI MaTepuan.
Ha 37oil e CTpaHuLe NoMeLLATCA KNoueBble C10BA HA PYCCKOM 1 aHIMIICKOM
(no BO3MOXKHOCTM) A3bIKax B KonmuecTse oT 3 110 10.
6. CTpykTypa cTareil
OpuruHanbHas CTatbA JOMKHA COAePXaTb CrieaylLLye pasaenbl:
— BBefieHue,
—Lenb,
— MaTepuanbl 1 MeTozbl,
— pe3ynbrarbl,
—obcyxpeHue,
—3aKnioyeHue (BbIBOADI),
— BKNaZ BCex aBTopos B paboty,
— KOHONUKT NHTEpeCoB ANA BCeX aBTOPOB (B Cyyae ero 0TCyTCTBUA Heob-
XOAMMO yKa3aTb: «<ABTOPbI 3aABNAKT 06 OTCYTCTBUN KOHPNMKTA MHTEPECOBY),
— oobpeHue NpoToKONa UCCNe0BaHNA KOMUTETOM MO 61o3THKe (C yKasaHu-
€M HoMepa 1 AaTbl NpoToKoNa),

— MHGOPMMPOBAHHOE COrnacve NaLMeHToB (A4 CTaTeil C aBTOPCKUMM UCCne-
J0BAHUAMY U ONUCAHUAMU KNMHYECKIX CTTyYaeB),

—Np¥ HaMuUM GUHAHCMPOBAHNA UCCNEJOBAHUA — YKa3aTb ero UCTOYHMK
(fpaHTUT.4.),

— bnaropapHocTy (paszaen He ABNAETCA 06A3aTeNbHbIM).

7. UnnioctpaTuBHbIN MaTepuan

WnniocTpatuBHbIit MaTepuan fomxkeH 6bITb NpeACcTaBeH B BUAE 0TAENbHbIX haii-
0B 11 He GurypupoBaTb B TeKcTe CTaTby. [laHHble TabnuL He JOMKHbI NOBTOPATL AaH-
Hble PUCYHKOB 1 TeKCTa 1 Ha060pOT.

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

PucyHku, rpadmkm, cxembl, Anarpammbl JOMKHbI ObiTb pefakTpyembiMu,
BbINonHeHbIMK cpecTBamu Microsoft Office Excel unm Office Word.

Bce pucyHKN LomxHbl ObITb NPOHYMepOBaHbI 1 CHABXeHbl NOAPUCYHOUHBIMM
nognucamu. OparmeHTbl pUcCyHKa 0603HauaIOTCA CTPOYHBIMU ByKBaMMU pyccKoro anda-
BUTa — «a», «6» 1 T. 1. Bce cokpaleHua, 0603HaueHua B BUAE KPUBLIX, BykB, Ludp
W T. fi., UCIONb30BAHHbIE HA PUCYHKE, BOMKHBI ObITb paciundpoBaHbl B NOAPUCYHOUHOI
nognucy. Mognucu K pucyHKam JATCA Ha OTAENBHOM JIUCTe NOCE TeKCTa CTaTby B 04-
HOM C Heil daitne.

Ta6nuubl J0MmKHbI ObITb HAMAZHLIMY, UMETb Ha3BaHUe U NOPALKOBbIA HOMeP.
3aronoBky rpad AOMKHbI COOTBETCTBOBATD MX COAepKaHuIo. Bce cokpalueHus pacnd-
POBBIBAKTCA B NpUMeYaHIM K Tabnuue.

8. EauHuLbl M3MepeHna 1 coKpalleHus

EnnHnubl n3mepenna fatotca B MexayHapogHoii cucteme egunny (C1).

CokpatLeHua cnoB He gonyckatotca, kpome obienpuHATbIX. Bee abpesuatypbl
B TeKCTe (TaTby JOMKHbI ObITb MONHOCTbIO paciuMdpoBaHbl NPU NEPBOM YNOMUHAHUN
(Hanpumep, pak monouHoii xene3bl (PMX)).

9. CnncoK nuteparypbl

Ha cnepyroweii nocne TekcTa (TpaHuLe CTaTbiu JOMKEH pacnonaratbea Cnucok
LMTUpYeMOi IuTepaTypbl.

Bce mcTOuHMKI FOMmKHBI ObITb NPOHYMEPOBaHDbI, HyMepaLua OCyLiecTBRAETCA
CTPOro N0 NOPAAKY LUTUPOBAHMA B TeKCTe CTaTby, He B andasutHom nopazake. Bee ccoin-
KI Ha UCTOYHMKN NuTepaTypbl B TeKcTe CTaTbu 0603HaualoTca apabckumm umdpamu
B KBajipaTHbIX CKoOKax HaumHas ¢ 1 (Hanpumep, [5]). KonmuecTBo UMTUPYeMbIX pa-
60T: B OpUrMHaNbHbIX CTaTbAX — He 6onee 20—25, B 0630pax uTepatypbl — He 6onee 60.

CcolnKkN BOMKHBI AABATLCA HA NEPBOUCTOYHNKN, LUTUPOBAHNE OFHOTO aBTOPa
no pabote Apyroro HesOMYCTUMO.

BKntoueHne B Cnucok nuTepaTypbl Te31COB BOIMOMHO UCKMIUMTENBLHO NPY CCbi-
Ke Ha MHOCTPaHHbIe (aHFN0A3bIYHbIE) UCTOYHUK.

CcbInKK Ha AnccepTaLmi v aBTopedepaTbl, Heony6nnKoBaHHble paboTbl, a Tak-
e Ha JaHHble, NONyYeHHble U3 HeOGULMANbHBIX MHTEPHET-UCTOUHUKOB, He Aony-
CKalTCA.

[InA Kaxporo UCTOUHMKA HeOBX0AMMO YKa3aTb: Gamuni U MHULMANbI ABTOPOB
(ecnu aBTOpOB Gonee 4, yka3biBaloTcA nepBble 3 aBTOPa, 3aTeM CTaBUTCA « Ap.» B pyC-
ckom 1 et al.” B aHTMIACKOM B TeKcTe). ABTOPbI LIMTMPYEMbIX UCTOUHUKOB AOMKHbI
ObITb yKa3aHbl B TOM Xe NOPAAKe, UTo 1 B NEPBOMCTOUHUKE.

[lpu ccbinke Ha CTaTbU U3 XKYPHANOB YKa3blBaIOT TaKKe Ha3BaHue CTaTbl, Ha-
3BaHue XypHana, rog, Tom, Homep Bbinycka, crpaHuubl, DOI cratbu (npu Hanuuum). Mpu
CCbINKe Ha MOHOTpad Uy yKa3bIBAIOT TaKXKe NONHOe Ha3BaHMe KHITW, MeCTO U3fjaHu4,
Ha3BaHWe U3ATeNbCTBa, [0 U3AAHNA, YN0 CTPAHNL,

(1aTby, He COOTBETCTBYIOLLME AAHHBIM TPeGoBaHNAM, K PacCMOTPEHNI0
He NPUHNMAIOTCA.

061wwme nonoxeHusa:

+ PaccmoTpeHie cTaTbit Ha NpeAMeT ny6nuKaLuy 3aHUMaeT He MeHee 8 Hefienb.

« Bce noctynatowume cTatbu peLieH3upytoTca. PewieH3ua ABNAETCA aHOHUMHOIA.

« Pepakuna octaBnAeT 3a coboii NpaBo Ha peAaKTUPOBaHUe CTaTeil, NpeAcTaB-
NIeHHbIX K nybnunKkauum.

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

Martepuanbi gna ny6aukaumum npuHMMaloTCa no agpecy perovanina@mail.ru
€ 06513aTeNbHbIM YKa3aHNeM Ha3BaHIs XypHana.
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