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W3LAHVE A8 CNELMANCTOB, 3SAHUMALOLLWXCA MOP®OJIOTMYECKON AUATHOCTVKOM OHKOMOTUYECKIX 3ABOJTEBAHNIA

Llenblo xypHana sBaseTcs NopAepIKKa HENPepbIBHOMO MeANLMHCKOTro 06pa3oBaHus CneLnaniucToB, 3aHUMaIoLWMXCA BONPOCaMu
AVATHOCTUKM U NeYeHNs ONyxoeil pasnnyHoil Nokanu3aLmum, 0606ueHne AoCTyNHON MHGOPMALMM B 061aCTU OHKONATONOTUH,
ny6AnKaLns 1 aHanu3 pesynbTaToB 0TEYECTBEHHbIX MCCef0BaHWIt B 3T 06nacTu. B xypHane 0603peBaloTcs Haubonee Bax-
Hble Hay4Hble COObITUSA, MyOANKYIOTCA BbIBOAbI M MOCTAHOBJEHUA HALMOHANBHBIX W MEXAYHAPOAHbLIX KOHIPECCOB, pe3ynbTaThl
(yHAAMEHTANIbHBIX U KNMHUYECKUX UCCAE[0BAHMIA, @ TakiKe OCBELAIOTCS BOMPOCh], CBA3AaHHbIE C PAbOTON Bpayen CMeXHbIX
CNeumanbHoCTel, KOTopble MOryT GbiTb 3HAYUMBbI 15t NPO(ECCUOHANBHOM NOATOTOBKM KagpoB.
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KoHTaKThI:

AnHa OpbesHa LWamaHosa anna-sha@bk.ru

B coBpemeHHOI1 natonornyeckoi aHaToMuu Moponornyeckas [UarHOCTUKA 3N10KaYeCTBEHHbIX OMyXONei CTaBUT CBOE
Lenblo He TONbKO TUCTOTeHeTUYeCKU BepudULUPOBaTb HOBOOOPa3oBaHWe, HO U MaKCUManbHO NONHO CHOPMUPOBATH
NPUKM3HEHHOE NATONOr0aHaTOMUYECKOe 3aKNI0UEHME C YKa3aHUeM HeoOXOMMbIX KaTeropuii is CTafupoBaHus npoLec-
Ca, a TaKKe UAEHTUPULUMPOBATL CTPYKTYPHbIE MApPKepsbl, UMelolMe NPEeAUKTUBHOE 3HaYeHMe. B KIMHNYECKUX peKoMeH-
pauuax MuHucTepcTBa 3apaBooxpaHeHus Poccuiickoii ®epepauuu, pekoMeHAaLUAX 06LLECTBEHHBIX TPOhECCUOHANBHBIX
3apyBexKHbIX U 0TEYECTBEHHbIX COOBLIECTB NPONMUCAHbI OCHOBHbIE NAPAMETPbI 3/10KAYECTBEHHbIX HOBOOGPA30BaHU, KO-
TOpble CNIefyeT YKa3biBaTb B NPUXKWU3IHEHHOM NAaTONOr0aHATOMUYECKOM 3akntoyeHun. OfHAKO AMHAMUYHO pa3BuBaloLLMe-
Csl Hay4Hble HAMpPaBIEHWUS OHKONOTUM, NATONIOTMYECKON aHAaTOMMM, MOJIEKYNIAPHON FeHETUKM CTaBAT HOBbIE 33 a4y B No-
MCKe NPOTHOCTMYECKMX NAapaMeTpoB 3/10KaYeCTBEHHbIX HOBOOOpPA30BaHMii. YBeanbHan MenaHoMma — caMmas 4acTo
BCTpeYaeMas BHYTpUINa3Has Onyxosib, aCCOLMUPOBAHHAA C OTAANIEHHBIMW MeTacTa3aMu BHe 3aBUCUMOCTU OT BUAA NpPo-
BEAEHHOrO fleyeHns. Ha npoTAXEeHUU MHOTUX AECATUNETUI CTPYKTYpPa W HanoNHeHne MophOoNorMyeckoro 3aknyeHus
Mo yBeanbHO MeNaHoOMe 0CTaBaNNCh HEM3MEHHbIMU. B aHHOI cTaTbe NpuBeaeH 0630p CTaHAAPTOB M HOBbIX Hanpasne-
HUI NPUXW3HEHHOW NATONIOr0AaHATOMUYECKO MaKpPO- U MUKPOCKONWUYECKON ANArHOCTUKI YBEANbHOW MeNaHOMBl.

KnioueBble cnoBa: yseanbHas MenaHoma, MOpdonornyeckas AMarHoCTuka, npeanKTUBHbIE MapKepbl MeTacTasnpoBaHus
onyxonu

IOna uutupoBanus: lamarosa A.10., Kasaukos E.JI., MaHosa W.E., ApuHa J1.B. YBeanbHas menaHoma: obuenpuHsTbie
¥ HOBble HaNpaBNeHUs B MPUKMU3HEHHON naTosoroaHaToMuyeckon puarHoctuke. OHkonatonorus 2023;1-2(6):10-8.
DOI: https://doi.org/10.17650/2618-7019-2023-6-1-2-10-18

Uveal melanoma: common and new trends in lifetime pathotoanatomical diagnosis
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In modern pathological anatomy, the morphological diagnosis of malignant tumors aims not only to histogenetically
verify the neoplasm, but also to maximally to form an intravital pathological report with indication of necessary cate-
gories for staging the process, as well as to identify structural markers of predictive value. The clinical guidelines of the
Russian Ministry of Health, recommendations of public professional foreign and domestic societies prescribed the main
parameters of malignant neoplasms, which should be specified in the intravital pathological report. However, dynami-
cally developing scientific directions in oncology, pathological anatomy, and molecular genetics pose new challenges
in the search of prognostic parameters of malignant neoplasms. Uveal melanoma is the most common intraocular tumor
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associated with distant metastases regardless of the type of treatment performed. For many decades, the structure and
content of the morphologic report of uveal melanoma has remained unchanged. This article presents a review of stand-
ards and new directions in the intravital pathological macro- and microscopic diagnostics of uveal melanoma.

Keywords: uveal melanoma, morphological diagnosis, predictive markers of tumor metastasis
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BBEJIEHUWE

YBeanbHast menaHoma (YM) — 3710Ka4eCTBEHHOE HO-
BOOOpa30BaHME COCYIMCTOTO TpaKTa Iraza (pamyXKHOMU
000J109KHM, IWIMAPHOTO TejIa 1 Xopuouaen). [1pu YM pa-
JIyXHast 000JI04Ka ropaxaercst B 5 % ciiydaeB, COOCTBEH-
HO cocyaucTast 000J109Ka I71a3a (Xopruounaesl) U [MINapHOoe
Tej0 — B 95 % [1]. B nepBbie 5 €T KU3HKU HALUEHTOB
IMoCJie MaTHOCTUPOBaHUS YM, a WHOrma u 4epes He-
CKOJIBKO JCCATUICTUN BBISABJISTIOTCS OTHAJIeHHBIC MeTa-
CTa3bl OITYXOJIM BHE 3aBUCHMOCTH OT BHIa IIPOBEICHHOTO
JIedeHUs (PHYKIJIealnsI IJIa3a WJIM OPTaHOCOXPAHSIOIINE
IMOIXONbI). B CBSI3U ¢ 3TUM ITPOTHO3MPOBAHNE MOSIBJICHUS
METacTa30B U JICYCHME MeTacTaTUYeCKOi OOJIe3HU
mpu YM SBISIOTCS TIAaBHBIMU 3aIadyaMy B OHKOO(TaIb-
MOJIOTHH.

CoBpeMeHHBIC TTOIXONBI K JICYCHHUIO 3JIOKAYSCTBEH-
HBIX HOBOOOpa3oBaHUI (HaIpuMep, MMMYHOTEPATIHS)
3a1af0T ¥ HOBBIC HAIIPaBJICHUS VIS TIOMCKa MOPMOJIOTH-
YeCKMX MPEeAMKTUBHBIX MapkepoB. Hns YM umerorcs
KaK CTaHIapTHBIC, TaK 1 HOBBIE KPUTEPUM TUATHOCTUKU
M MPOTHO3a, KOTOPbIE TOKHBI OTpaXkaTbCsl B NAaTOJIOr0-
aHATOMUYECKOM 3aKITIOYCHUU.

DHyKJIeallnsI — 3TO XUPyprudyecKasl mpoleaypa, Ipu
KOTOPOI TJ1a3HOE SI0JIOKO M YacTh 3pUTEIFHOTO HEpBa yaa-
JIs1I0TCS M3 raa3HuLbl. [Ipu YM Gonblimnx pa3MepoB 4acTo
MMpHOeTaloT K SHYKJICAIINH TJIa3a WM 9K3CHTePaIluh Op-
outel. [Ipu 3TOM Hamboiee TMOTHYIO TUATHOCTHYECKYIO
WHGOPMAIIMIO MOXHO TTOJIYIUTh TIPUA UCCICIOBAHUHT OpP-
raHa IoJHOCThIO0. [laTomoroaHaToMU4YecKoe MCCaenoBa-
HUe€ [J1a3HOoro s16Jioka ¢ YM CcOCTOUT U3 MpeaHaIuTh4Ye-
CKOT0, aHAJTUTUYECKOTO M MOCTAHAIMTUIECKOTO 3TAITOB
[2]. TkaHeBoIt MaTepral GUKCUPYETCS, TIPU HEOOXOIUMO-
CTH — ACKaIbIMHUPYETCs] (KOCTHBIE CTPYKTYPHI CTEHOK
OpOMTHI), pexXe MMPOBOIUTCS AeKATbIIMHAIINS TKaHEH BCe-
TO IJIA3HOTO S0JI0KA, YTO TUKTYETCS IIPEXKIE BCETO TUCTPO-
dUIeCKUMU IIPOIIeCCaMM B TKaHSIX ITa3a (OcCrMUKAIINST)
MO0 HaJIMYWEeM HOBOOOPA30BaHUS OCTCOXOHIPOUTHOMN
nuddepeHIUpoBKH [1].

ITpy MakKpOCKOMMYIECKOM MCCICIOBAaHUM MaTepHaia
Ba>KHBIMHU TTPEICTABIITIOTCS BBISIBIICHHE TOITOTpadIeCKIX
OPUEHTHUPOB IJIa3HOTO SI0JI0KA, OCMOTP M U3MEPEHUS Op-
raHa, TpPaHCWITIOMUHAIIMS, pacCeUeHNe 1 3a00p MaTepH-
anma [3]. Pa3pe3anue rima3Horo s06joKa peKOMeHIyeTCs
MIPOBOIUTH ITOCTIE TIPEABAPUTEILHOM (DMKCAIINH C IIETBIO
YMEHBIIICHUS BEPOSITHOM TpaBMaTH3allMd BHYTPEHHUX
000J104Y€eK IJ1a3a B XoJe BeIpe3ku [4]. s ¢pukcaumm TKa-
Heii ra3a u YM ucnosb3yior 10 % pacTBop HeUTpalbHO-

ro 3a0y(epeHHOTO (hopMaIHA B COOTHOIICHUH KOJIMIE-
cTtBa (pukcatopa u TKaHu 1:10 B TeueHne 24—48 9 [5].
Hexoropsie aBTopsl [6] m1sT puKcamm orepammoHHOTO
MaTepuaa IpeaiaraloT UCIIoIb30BaTh 00beM (PUKCHPYIO-
e XuaKocTu, B 20 pa3 MpeBHIIAIOIINI 00beM Ti1a3a
(300 mu). [Tpu 3TOM ClleayeT YYUTHIBATD, YTO OTHOCUTEIIb-
HO BBICOKas OCMOJISIPHOCTh (DMKCHUPYIOIIETO pacTBOpa
BBI3BIBACT CMOpPIIMBAHNE CTPYKTYp IepeaHeit KaMepsl
IJ1a3a 1 CTeKJIOBUAHOTO Tena [5]. He pekoMeHaytoTcst Ha-
HeCeHHE JOTOJIHUTEILHBIX HaIpe30B B CKIIEpe, BBEICHIE
(brkcaropa B ITOJIOCTH INIA3HOTO SI0JI0KA IITIPUIIEM BO M3-
O0exxaHMe apTeUIMAIbHBIX U3MEHEHUI W PaCcCIIOCHUS
TKaHeii [3, 5-7].

ITocne ¢pukcanmm B hopMaarHe IIa3Hoe S0JI0KO IIpo-
MBIBAaIOT B IIPOTOYHOI BoAe B TedeHue 16 4, a Hermocpen -
CTBEHHO Iiepej BoIpe3koi moMeiaiotr B 60—70 % pactBop
STHJIOBOTO CIIMPTA IJIST BOCCTAHOBIICHUS €CTECTBEHHOTO
LIBeTa TKaHEH IJI MpaBUIIbHON ToImorpado-aHaTOMUYe-
CKOM OpMEHTAllMd OpraHa ¢ aKIIEHTOM Ha COCYIHMCTHIC
OPHUEHTHPHI Ha CKIIEPE U MeCTa IIPUKPEIUICHNUS TJ1a30IBH-
raTeJbHBIX MBI [3]. B pyTMHHOI MpaKTHKe MaToJI0ro-
aHaTOMa B HACTOSIIIEE BPeMsI 3TO TPYIHO OCYIIECTBUTH
BBUIY ITOBBIIICHHBIX TPEOOBAHMIT OTYETHOCTH IO PACX0-
JIOBAHUIO STWJIOBOTO crpTa. Jpyrue aBTOpsl peKOMEHIY-
10T TIPOMBIBATh IJIa3 IIPOTOYHOI BOMOIIPOBOIHOM BOMOM
B TeyeHne 5—15 muH, a 3areM nmomerarts B 60—70 % sra-
Hoj Ha 1—2 4. Ilenp morpyXeHus B CIIMPT ABOSKA — CHE-
JIaTh TJ1a3 00JIee YCTOMUMBBIM TSI pe3K1 U BOCCTAHOBHUTH
KpAaCHBIN IIBET KPOBEHOCHBIX COCYAOB [7].

MAKPOCKOITMYECKAS IMATHOCTHKA

AJITOpUTM MaKpPOCKOITMYECKOM TMAarHOCTUKY TaTOJI0-
TUY TJIA3HOTO S0J10Ka OTpakeH B 3apyOeKHBIX PEKOMEH-
nmammsax Kommemka amepukanckux marosoros (CAP) [5],
KoponeBckoro komiemka matoiroroaHatoMoB (Benmko-
Oopuranus) [6], MHcTuTyTa Matosoruu BoopyskKeHHBIX CHT
CIIIA (AFIP) [7], a TakKe B psifie OTeYeCTBEHHBIX MCTOY-
HUKOB [3, 4].

[TepBBIM 3TarIoM MaKpOCKOITMYECKON ATUArHOCTHKHU
SIBJIIETCSI PACITOJIOKEHME T71a3a ¢ y4eTOM Tororpado-aHa-
TOMUYECKHUX OPUEHTUPOB opraHa. JIJ1st 5Toro 0OBIYHO TIPH-
HUMAOT BO BHUMaHWE OPUECHTUPHI IIEPETHETO 1 3aIHETO
TIOJTIOCOB TJIA3HOTO SI0JI0KA: CTIepeay — POTOBUIIA, C3aI1 —
OTPE30K 3PUTEIHbHOTO HepBa. [Ipy 5TOM MEBITIIEYHBIE TTYI-
KU IJIa3a TaKKe MCTIOB3YIOT B KAYeCTBE OPUEHTHUPOB (pHC.
1, a, 6). ITo moyToXXeHMIO M HATIPABIICHUIO IIPUKPETUICHUS
BOJIOKOH BEepXHE# 1 HIDKHEI KOCHIX MBIIIII] IJIa3a 00pa3ell

OHKOTITATOAOT M

11



OHKOITATOAOT S

12

Tom 6
Volume 6

ONCOPATHOLOGY

O630pbi u nekyuu | Reviews and lectures

Puc. 1. Cxemamuueckue monoepago-anamomuuecKue opueHmupsl 21a3Ho20 010Kka nocae SHyKAeayuu: a — 8ud chepedu: 1 — aamepanvHas npsamas Mol -
ya, 2 — eepxHssn nPAMAas mvluya, 3 — epxHss Kocas muluya, 4 — MeouarbHas npAMas Moluya, 5 — HUICHAS NPAMAS MbLUYA, 6 — HUIICHSS KOCAS Mbli-

ya; 6 — eud czadu. Pucynok cghpopmuposan ¢ nomougpio npoepammst Bio Render

Fig. 1. Topographic and anatomical landmarks of the eyeball after enucleation: a — front view: 1 — lateral rectus muscle, 2 — superior rectus muscle, 3 —
superior oblique muscle, 4 — medial rectus muscle, 5 — inferior rectus muscle, 6 — inferior oblique muscle; 6 — back view. The picture is prepared using the

BioRender program

MOXHO JIETKO UIEHTU(UIIMPOBATH KaK JIEBOE WM ITPaBOe
1a3Hoe 16J10Kk0. [1pu 3ToM BU3yaiu3aiuus TOJbKO 3aJHUX
LIWIMAPHBIX apTEPUIA HE BCErAa MO3BOJISIET COPUEHTUPO-
BaTh OMEPALIMOHHBINA MaTepuan. HapyxHble CTpyKTypbl
[JIA3HOTO 10710Ka MPU HEOOXOAUMOCTY MapKUPYIOT TUCTO-
JIOTUYECKOI TyIblo [5, 6].

JInHUI0, COEANHSIONILYIO TOUKM HAauOOJIbIIe OKPYX-
HOCTH TJIa3HOTO $5I0J10Ka BO (PPOHTATBHON TJIOCKOCTH,
0003HaYaIOT KaK 3KBaTOpP. DKBATOP HAXOIUTCSI HA PACCTO-
s 10—12 MM ot umba. OKpyKHOCTH, TPOBEACHHBIE
MEePIEHIUKY/ISIPHO 9KBATOPY U COEAMHSIONINE HA TTOBEPX-
HOCTH IJ1a3HOTO 16J710Ka 062 €ro moJjroca, HOCIT Ha3BaHUE
MEpUINAHOB. BepTUKaIbHBIA U TOPU3OHTAJIBHBIIA MEepU-
JIAAHBI EJIAT [JIa3HOE SI0JIOKO Ha BEpXHEHAPYXKHBINI, BepX-
HEBHYTPEHHW I, HUDXKHEHAPYXXHBIM M HUXXKHEBHYTPEHHU M
kBaapaHThI [3]. B xone ocMoTpa r1a3Horo sidéjioka mpoBo-
AT HEOOXOIUMbIE U3MEPEHUS C TOMOILBIO IITAHTEHIAP-
KYJISL.

s BbIOOpa ONTUMAIBHOU TJIOCKOCTU PACCEYECHUS
[JIA3HOTO 0JI0KA TPOBOAST TPAHCUJUTIOMUHALIUIO C TTPU-
MEHEHMEM Y3KOTO IMyYyKa XOJOIHOTO CBETa BBICOKOW MH-
TEHCUBHOCTU B 3aTEMHEHHOM MTOMEIICHUN, OPUEHTUPYSICh
Ha MeCTa YCWIEHUS WIKN OCIabIeHUs MPOXOASIIErO CBETa
U MapKUpysl WX [BETHOW TMCTOJIOTMYECKOU TYIIbIO. DTO
MO3BOJISIET 00JIee TOUHO OMPENEIUTh, B KAKOM MIOCKOCTH
BBITIOJIHSITH pa3pe3bl opraHa (puc. 2).

[1azHoe 16J10K0 MpU BeIpe3KE CTAaHAAPTHO pacceKkaeT-
cs Ha 3 yacTH: 2 KajoTTH (0T (ppaHI. calotte — IIaroyka,
KYTIOJI) ¥ LIEHTPAJTbHBIN CETMEHT B BUE KOJbIA, COAEP-

XKalero B cedbe poroBully, 3pavyoK, XpYyCTAIUK, MaKyIy
U 3pUTeNbHBIN HepB. OOBIYHO TJ1a3 pa3pe3aloT 1Mo Mepu-
JIMaHy C O0JIBIIOKA OCTOPOXHOCTBIO, YTOOBI BKITIOYUTh HAW-
0osiee MHGOPMATUBHYIO YaCTh OITYyXOJIH, a TAKXKE 3padyoK
U 3pUTENIbHBIN HEPB B 30HY pa3dpesa. Cremys 3ToMy mpa-
BUILY, TJ1a3HOE S10JI0KO MOXET OBITh PACCEYEHO B TOPU30H-
TaJIbHOW, BEPTUKAJIBHOU WJIM JUATOHAIBHOW TJIIOCKOCTH
B 3aBUCMMOCTH OT KJIMHUKO-MOP(MOIOrUIeCcKOil CUTyalumn

Puc. 2. Cxemamuueckoe uszobpasicenue 803MONUCHbIX NAOCKOCHEL GopmMupo-
eanus karomm. Pucynok cpopmuposan ¢ nomowvio npoepammol BioRender

Fig. 2. Scheme of possible calotte formation planes. The picture is prepared
using the BioRender program
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Puc. 3. Cxemamuueckoe uzobpasicenue opueHmayuu enasnoeo 610Ka Ha no-
BEPXHOCMU 045 BbIpe3KU U Gopmuposanus emopoi karommel. Pucynox
chopmuposar ¢ nomouybio npoepammel Bio Render

Fig. 3. Scheme of the orientation of the eyeball on the surface for cutting and
forming the second calotte. The picture is prepared using the BioRender
program

(cMm. puc. 2). ITocae Toro, Kak BHYTPEHHHE CTPYKTYPHI
W WX TTaTOJIOTMIECKUE TIePEeCTPOMKN OIMMCAHbI, TJIa3HOe
SIOJIOKO MOXXHO TTIOBEPHYTDH CPEe30M KHU3Y W IIPUCTYITUTh
K CHATUIO 2-1 KanotThl (puc. 3). Jlist aToro 2-if paspes
IIPOBOISIT B INIOCKOCTH, TTapaJUIeIbHOM TIEPBOMY pa3pesy,
¢ obpa3oBaHMEM IEHTPATLHOTO KOJIBIIEBUIHOTO CETMEHTA
muprHOU 8—10 MM. [J19 THCTOIOTMYECKOTO MCCIIeIOBa-
HUsI OOBIYHO 3a0MpaeTcsl TOJBKO KOJIBIIEBUIHBIA IIEHT-
paJbHBIN CETMEHT.

Bripe3ka sHyKIeMpOBaHHOTO TJIa3HOTO s10J10Ka ¢ YM
KpaiiHe 3aTpyIHUTEIbHA B aCIeKTe YCTAHOBOYHOM (hHMK-
calMy M CO3IaHMSI HEMTOABVKHOCTH [IJISI OpTaHa C IIEJIbIO
MMHAMU3AIIHA BO3MOXHBIX MEXaHUTIECKUX MIOBPEKICHUI
B TKaHSX IIpH (PMKCAIIMH C IPUMEHEHNEM TIMHIIETA, pac-
ceyeHMs Ha (parMeHTHI C IPUMEHEHUEM CKaJIBIIeIIs, JIe3-
BUSI TUIIA MUKPOTOMHOTO M TIp. JIJi IIpeomoieHns OIH-
CaHHBIX TpygHOCTel Hamu B 2022 . mpejioxKeHa MoJie3Hast
MOJIEeJIb TIePBOI OTEYECTBEHHOM yCTaHOBKM-(UKCAaTOpa
[JIA3HOTO SI0JIOKA TS TTaTOJIOTOAHATOMMYECKOTO MCCIIe-
nmoBaHUS opraHa [8]. JlaHHass MOJeIb ITO3BOJISIET C MUHU -
MaJIbHBIMU apTe(pUIMaTbHBIMUA U3MEHEHUSIMA (DUKCHUPO-
BaTh, COPMEHTHPOBATh, MAaKPOCKOIMYECCKNA M3MEPSThH
¥ TIPOBOAUTH TPAHCUJLTIOMUHALIMIO, a TaKXKe pa3pe3aTh
IJ1a3Hoe 0JI0KO Ha (pparMeHTHI B 3aBUCHUMOCTH OT JIOKa-
JIN3AIUHN TTOBPEXICHII MU OIyXOIH (puc. 4).

MaxpocKoImmIecKoe U3yYeHNe OIepallMOHHOTO Ma-
Tepualia mocJjie SHyKJealyu IJ1a3Horo s16;10Ka ¢ YM nosk-
HO BKJTIOYATh ONMCAaHUE:

1) CTOpOHBI OIEpaTMBHOIO BMeIIATeIbCTBA (IIpaBoOE
WJIN JICBOE TVIa3HOE S0JI0KO);

2) pa3aMepoB TJIa3HOTO sA0J10Ka (TIepemHe-3aTHUi, TOPH-
30HTAJIbHBINA 1 BEPTUKAIBHBIN ), IUTMHBI OTpe3Ka 3pH-
TEJILHOTO HEepBa;

3) KakKux-T100 M3MEHEHUI TpU TPaHCWIIIOMUHAIIN
[JIA3HOTO $SI0JIOKA, XapakTepa M pa3MepoB (POKYCOB
W3MEHEHHOM TPaHCUJUTIOMUHALINY, MX JIOKAJIN3aIINH,
aCCOIMUPOBAHHOM ¢ HapY>XKHBIMIA aHATOMUIECKIMH
OpHEHTHPaMU,
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Puc. 4. Cxema pacnonosicenus enaznoeo 1610Ka Ha OCHOBHOU 4acmu ycma-
HOBKU-puKcamopa, 8uo c6oKky u ceepxy

Fig. 4. Scheme of the eyeball located on the main part of the fixing device,
side view and top view

4) COCTOAHUSA CKIIEPBI (HaIII/I‘H/IC NCTOHYCHMUA NN YTOJI-
IIEHUSI CKJIephbl, 00pa3oBaHNE CKJIAAOK U HEPOBHO-
CTeil cKJIephl, 04aroB NeTpuUKaA U occuduka-
1Hn);

5) py BBISIBJIGHUM BHYTPUIJIA3HON OMYyXOJU — €€ Ma-
KPOCKOIMMUYECKUX XapaKTEPUCTHUK, PAa3MEPOB, JIOKAJIU-
3alru, IIBETAa, CBOMCTB MHBa3UBHOTO Kpasd, KOHCHU-
CTCHLIMN, MECTa HepHHCBpaI[bHOfI MNHBA3UU.

MHUKPOCKOITMYECKAA JUATHOCTHKA

Tucronornueckuii BapuaHt YM ycTaHaBIMBaeTCs
B COOTBETCTBHMU C peKOMEHIaMIMu BceMupHOiT opraHm-
3anuu 3apaBooxpaHeHus 2018 1. [1]. B coorBeTcTBUM
¢ 3TOi KiaccudpuKaumei creneHb TudhepeHINPOBKU
(3moxkauectBeHHocTH) G B pa3sNMYHBIX BapraHTax YM
He BeIgessieTcs. [1pr 3ToM B KITMHIYECKUX PeKOMEHIAITHSIX
MunuctepcTBa 3apaBooxpaHeHust Poccuiickoit Penepa-
1M «YBeaabHast MestaHoMa» 2020 I. TpuBOAUTCS Tpamgyv-
POBKa I10 CTETICHSIM, COOTBETCTBYIOIIASI THCTOJIOTMIECKO-
My BapuaHTy YM [9]. JaHHas rpamanuss OCHOBaHaA Ha
TIOHSATUY HanboJiee OJIarOMPUSITHOTO IS IIPOTHO3a KJIe-
TOYHOTO BapHWaHTa OITyXOJIM. TaK, BepeTeHOKJICTOYHBIC
MeJIAHOMBI UMEIOT HanboJjiee OJaronpysITHBIM MPOTHO3,
a 3MUTETMONTHOKIETOYHBIC MeJTAHOMBI — HaNMeHee OJ1a-
TONPUSITHBIN C TOUKM 3peHUST BBKMBaeMOCTH [5]. Boine-
JISTIOT CJICAYIOIINE TpafalliOHHbIC TPYIITEL Y M:

* G1 — BepereHOKIeTOUYHAs MesaHoMa (290 % BepeTe-
HOTOMOOHBIX KiIeTOK, <10 % 3MUTeIMOUIHBIX KIe-
TOK);

* G2 — cMeIaHHOKJIETOYHAsI MeTaHOMA (IIOJIsT BepeTe-
HOMOIOOHBIX M SIUTEIMOUIHBIX KJIeTOK OoJtee 10 %,
Ho meHee 90 %);

* G3 — snuTennouaHOKIETOYHAs MestaHoMa (<10 % Be-
PETEHOMOMOOHBIX KJIETOK, >90 % SMUTETMONIHBIX KJle-
TOK);

* GX — THII OITYXOJIM HE MOXET OBITh OIIpEIe/ICH.

OHKOTITATOAOT M

13



OHKOITATOAOT S

Tom 6

ONCOPATHOLOGY | Volume 6

Ha mpakTrKe maHHYIO KOIUPOBKY CTapaloTCsS HE WC-
ITOJIb30BaTh, TaK KaK B XOJI¢ TPUKM3HEHHOTO ITaTOJIOTO-
AHATOMUYECKOTO MCCJICIOBAaHUSI OHKOIIATOJIOTY HE00X0-
IUMO OKOHYATEJIHbHO YCTAHOBUTH TMCTOTHIT OITYXOJIH
IIpu 0030PHOM OKpacKe TeMaTOKCHJIMHOM M 303WHOM,
a B psifie ciTydaeB — C IPUMEHEHUEM NMMMYHOTHCTOXUMM-
yeckoro meroza [9].
CortacHO pekoMeHaanusM BeeMmnpHOI opranu3anim
3napaBooxpaHeHus 2018 r. YM nonpasnensieTcst Ha cliey-
0TI THUIIHL:
— BepeTeHOKJIeTOuHas MetaHoMma (290 % BepeTeHOMO-
JIOOHBIX KJIETOK, <10 % 3MUTETMOUIHBIX KIETOK):
* BEPETEHOKJIETOYHAS yBeaJabHasl MeJlaHOMa 0e3 Io-
MmoJHUTENBHBIX yTouHeHuit, ICD-O code 8772/3;

* BEPETEHOKJIETOYHAS YBeaJlbHasI MeJIaHOMA THTIA A,
ICD-O code 8773/3;

* BEPETEHOKJIETOUHAS yBeallbHAs MeJaHOMa THuIia b,
ICD-O code 8774/3;

— CMEIIaHHOKJICTOYHAS MeJIaHOMA (IOJIST BEPETEHOIIO-
JIOOHBIX ¥ 3MUTEIMOUIHBIX KjIeToK Oosnee 10 %, HO
MmeHee 90 %), ICD-0 code 8770/3;

— SMUTEIMOUIHOKIETOUHAas MejaHoMa (<10 % BepeTe-
HOMOJOOHBIX KJIETOK, >90 % 3MUTEIUOUIHBIX Kile-
ToK), ICD-0O code 8771/3.

AMEPUKAHCKII O00BbeIUHEHHBII KOMUTET IO PaKy
(AJCC) onpenmenw cienyloIIne TUCTOMATOIOTHYECKIE
TUMk [5]:

— BepeTeHOKJIeTouHas MetaHoMma (>90 % BepeTeHO000-
Pa3HBIX KJIETOK);

— CcMelllaHHas KjieTouHast MeitaHoMa (>10 % snureno-
UAHBIX K1eToK U <90 % BepeTeHOOOPa3HbIX KJIETOK);

— SMUTEIMOUIHOKIETOUHAs MejdaHoMma (>90 % smute-
JIMONIHBIX KJIIETOK).

Bpauy-maroioroanaromMy Bo BCex CiIydasiX, KOTa ObI-
JIa TIpoBeIeHa OMOTICHS HOBOOOpa30BaHMSI I1a3a, a TAKXKe
MIepBUYHOE XUPYPTUUECKOE JIeUCHNE B 00beMe SHYKIIea-
LIVH, TIPY BBITIOJTHEHUHY TTaTOJIOT0aHATOMIUYECKOTO UCCIIe-
IOBAaHUS OMOIICUITHOTO (OIlepallMiOHHOTO) MaTepualia
PEKOMEHIYETCS OTPaXkaTh B 3aKJIIOUCHUHN CIICTYIOIINE Xa-
pakTepuctuku [5—7, 9—12]:

— ICD-code B cOOTBETCTBUM C TUCTOJIOTUICCKIM TUTIOM
VM;

— cragupoBaHue 1o pITNM (kareropuu pTNM cooTBeT-
CTBYIOT KIMHNYECKUM KateropusiM TNM);

— pa3Mep TIEpBUYHOI OITyXOJIW: 0a3ajJbHBIN IUAMETP
1 TOJIIUHY (KpOMe CIIydaeB YaCTUYHOTO YIAJICHUS —
OMOIICUM OITYXOJIN);

— JIOKAJIM3alnio 1 (hOpMy POCTa OITyXOJIH;

— BHYTPMOPTaHHOE pacIipoCTpaHeHNEe OIyX0oJIH (CKIIepa,
IICK 3PUTEIFHOTO HepBa, CTCKJIIOBUIHOE TEJIO0, COCY-
IHUCTast 000JI09YKa, IWJIMApHOE TEJO, 3PUTEIBHBIN
HepB, CETYaTKa, POTOBUIIA JIp.);

— pacmpocTpaHeHHE OITyXOJIU 3a IIPeIeIIbl I1a3a, BOBJIC-
YeHUE CKIIEPHI (BHYTPUCKIIEPATbHBIN, 3KCTPACKIIEPaIh-
Hblli (HambonblIMi auaMeTp <5 MM), 3KCTpackKie-
PaNbHBIN y3e/I (HanOOJIBIINI THaAMETP >5 MM));
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— YHCJI0O MATO30B B AaTUITNYHBIX KJIETKAX;

— HaJIM9IUe W OTCYTCTBYE TIEPUHEBPATBLHOM 1 TUMGO-
BaCKYJISIDHOM MHBA3WUM, OITYXOJIEBBIX 9MOOJIOB B KPO-
BEHOCHBIX U TUM(AaTUIECKHUX COCyIaX.

Kpome Toro, 1mo maHHBIM 3apyOeXXHBIX peKOMeHIa-
Ui, B TATOJIOT0AHATOMUYECKOM 3aKJIFOUCHUH BO3MOXHO
OTpaXaTh PsiT HEBATMINPOBAHHBIX ITAPAMETPOB, TIOCKOIb-
Ky OHU UMEIOT CBSI3b ¢ TIporHo3oM YM [5]. K Hum oTHOCST
TYMOPUHMUWIBTPUPYIOMNE MakKpodaru u JTUMGOIUTEI
(TUM, TIL), HeKpoTHUYeCKIEe N3MEHEHMS Y KPOBOU3JIH -
STHUSI B OITyXOJICBOM TKAHU, BPaCTaHUE OITyXOJIEBBIX KJIe-
TOK B CETUATKY 1 Ap. DTO HAIIUIO OTpakeHNE B MHOTOUM -
CIICHHBIX OTCYECTBEHHBIX M 3apyOeXHBIX HAyUHBIX
MyOJIMKAITHSIX TT0 MCCIIeAOBAaHMIO MHOOPMATUBHOCTH JI0-
TIOJTHUTEILHBIX HEBAIMINPOBAHHBIX ITApaMeTPOB YM U ee
MUKpOOKpyxeHus [13—17].

K u3BeCTHBIM NMPOTHOCTHYECKUM (akTopaM YM,
110 TAaHHBIM KJIMHUYECKUX peKOMEeHIalmiit MuHUCTepCcTBa
3apaBooxpaneHnst Poccuiickoit Meneparmym [9], oTHOCAT:

1) KMMHUYeCcKHe: pa3Mep rmepBruaHoi omyxomu (T4/T1 —
T3), BoBNIcUeHNE MIMAPHOTO TeJia (eCTh/HET), BHIXOM
3a Tpenesbl TJIa3HOTO SI0JI0Ka (3KCTpacKIepaaTbHBIN
pocT) (ecTb/HeT);

2) MOphOIOTMIeCKIe — THIT OITyXOJIN (SIMUTETMOMITHOKIIC-
TOYHasI/CMEIIIaHHOKJIETOUHAsI / BEpETCHOKIJICTOUHAST )

3) MOJIEKYJIIPHO-TEHeTUIECKIE — CITeHM(HISCKUI TTPO-
(1B MOJIEKYIAPHBIX HAPYIIICHUI B OITYXOJIH.
Kpowme Toro, knmHMYecKHe peKoMeHIanuu MuHM-

cTepcTBa 3mpaBooxpaHeHUs Poccuiickoit Denepannu
«YBeanbpHas Menanoma» 2020 r. [9] permaMeHTUPYIOT
JIJIS TIaTOJI0OTOaHaTOMOB Toaxoansl K TNM-knaccuduka-
i 1pu YM 1 hopMyIMpoOBKe MPYKU3HEHHOTO ITaTOI0-
TOaHATOMHWYECKOTO 3aKJIOUCHUs, TPeOYyeMOIt IJIsT Tpaja-
uuu pTNM. Kpurepun BoigeneHust kareropuii pTNM
COOTBETCTBYIOT TaKOBBIM [IJII KIIMHUYECKUX KaTECTOPUIA
TNM. CramupoBanue YM npoBOIUTCSI HA OCHOBE CUCTEMBI,
pa3paboTaHHOIT MeXXIyHapOIHBIM COIO30M IO KOHTPOJIIO
310KadecTBeHHBIX omyxojeir (Union for Internatioanal
cancer control, UICC), — TNM 8-oro nepecmotrpa 2017 r.
(ta6x. 1) [18]. JanHasa Ki1accupUKaMs IIPUMEHSIETCS
TOJIBKO TSI YM — MeJTaHOMBI Paay>KKH, MIMAPHOTO TeIa
¥ COCYOUCTOM 000JI0UKH. [JI OImyXoJieii KOHBIOHKTHBEI
I1a3a MCIOJb3yeTcsl KiaaccupuKamus, pa3paboTaHHAS
17151 MemaHoMBI Koxku [18]. Kputepnit T otpaxkaeT pactipo-
CTPaHEHHOCTD IIEPBUYHOI OITYXOJIH.

Kpurepuit N ykazpIBaeT Ha HAIMYKE WJIM OTCYTCTBHE
METACTa30B B peTMOHAPHBIX TMM(MATHUCCKUX y371ax (TaoIr. 2).
[Tpu 3TOM pernoHapHBIMU TUMGbATUICCKUMU Y3JIaMH CJIe-
IyeT CYMTATh MPEAYIIHBIC, TTOTYSTIOCTHBIC U IICHBIC
JmMdaTUIECKUe Y3IIHL.

Kputepwnit M xapakTepu3syeT HAUTMIME WA OTCYTCTBHE
OTIAJICHHBIX MeTacTa3oB (TaoI. 3).

BbIBO/IbI
[Ipxu3HEeHHOE MATOJIOrOAHATOMUYECKOE MCCIIEIO0-
BaHME BHYTPUIJIA3HBIX omyxojieil (YM) — TImaTeIbHBIN



Tom6 | OHKOITATOAOI MS
O630pbi u nekyuu | Reviews and lectures Volume 6 | ONCOPATHOLOGY

Tabmua 1. Kpumepuu kameeopuu T 6 mexncoynapooroii kaaccuguxayuu TNM 8-e0 nepecmompa 2017 2.
Table 1. The «T>» in the 8th edition of the TNM classification (2017)

Kpurepunii T
Pamyxka WIHAPHOE TeJIO U XOPH 51
(cootBerctByet pT) Linmaproe Tes0 1 xXopaonze
Tx TTepBUYHYIO OMYX0JIb OLIEHUTH HEBO3MOXXHO IepBUYHYIO OITYXO0JIb OLIEHUTh HEBO3MOXKHO
The primary tumor cannot be evaluated The primary tumor cannot be evaluated
To Het npu3HakoB nepBUYHON OMTyXOJU Her npr3HakoB nepBUYHOI OITyXOJU
No evidence of the primary tumor No evidence of the primary tumor
Juametp ormyxomu <12,0 MM TIpu TOTIIAHE OMyX0au <3,0 MM
Ti OnyxoJib OrpaHUYeHa PaTyKKOU™ niy quametp <9,0 MM ripu TomuHe 3,1—6,0 MM
The tumor is limited to the iris* Tumor diameter <12 mm and thickness <3.0 mm; or tumor diameter
<9.0 mm and thickness 3.1 to 6.0 mm;
<3 4 ycnoBHOro 1udepbdaaTa 1mo pasmepam Be3 BoBieueHMs MUIMAapHOTO Tejla U PacIipOCTPAHEHUST
Tla The tumor is in 1 quadrant (one-fourth) or less of 3a Mpeaesibl Iia3a
the iris The tumor does not involve the ciliary body or other parts of the eye.
Tlb >34 YCJIOBHOI'O HHq)CpGJ'laTa 110 pasMepamM C BoBJICUECHUEM IJIMapHOTro TCJIa
The tumor is in more than 1 quadrant of the iris The tumor involves the ciliary body
bes BoBineueHUS IUJIMapHOTro T€JjIa, HO C paClIpOCTPaHCHUEM
Tlc ComnpoBoxXaaeTcsl BTOPUYHOM INIayKOMOI 3a Mpeaeibl Iasa <5 MM
With secondary glaucoma The tumor does not involve the ciliary body, but there is an extraocular
spread less than 5 mm
C BOBJIEUCHHEM LIWJIMAPHOTO TeJIa, HO C paCIpOCTPaHEHUEM
Tid _ 3a Mpeensl r1a3a <5 MM
The tumor involves the ciliary body with extraocular spread less than
S mm

Huametp ormyxonu <12 MM IIp# TOIIIIHE omyxoau 6,1—9,0 MM,
win guametp 9,1—15,0 MM ripu TomuHe 3,1—6,0 MM,
wim guametp 12,1—18,0 MM mipu TommmmHe <3,0 MM
Tumor diameter <12 mm and thickness 6.1 to 9.0 mm; or tumor
diameter 9.1 to 15.0 mm and thickness 3.1 to 6.0 mm; or tumor
diameter 12.1 to 18.0 mm and thickness <3,0 mm

Ol'[yXOJ'[b CoIIpuKacacTcd ¢ HUJINapHbIM
TEJIOM WJIM PACIIPOCTPAHACTCA HA HETO
T2 W/WIY COCYAUCTYIO 000JI0UKY
The tumor has joined or grown into the ciliary body
and/or choroid

OmyxoJib COMpUKAcaeTCcsl ¢ MU pacpocTpa-
HACTCA Ha TUJIMAaPHOEC TEJIO oe3 BTOpH‘{HOﬁ be3s BoBieueHUs1 OUJIMapHOTIo T€jia U paciipoCTpaHCHUA
T2a TJIayKOMBI 3a Mpeesbl I1a3a
The tumor has joined or grown into the ciliary body = The tumor does not involve the ciliary body or other parts of the eye
without secondary glaucoma

OIyX0JTb COMPUKACAETCS C COCYAUCTON 000-
JIOYKOI MJIM PacIpOCTPaHSIETCsI HA COCYIU-
T2b CTY10 000JI0YKY 0€3 BTOPUYHOM IJIayKOMBI
The tumor has joined or grown into the ciliary body
and choroid without secondary glaucoma

C BOBJICUCHUEM IJIMapHOIo TEJ1a
The tumor involves the ciliary body

OryXoJib CONpUKAcaeTcs ¢ UIMapHbIM
TEJIOM U/WJIN COCYAVCTOI 000JIOUKOM
WJIA PacIIpOCTPAHSAETCS Ha LIMIMAPHOE TEJIO
T2c W/WJIV COCYANCTYIO 000JI0YKY C BTOPUYHOM
rJ1ayKOMOM
The tumor has joined or grown in the ciliary body
and/or choroid and is causing secondary glaucoma

Be3 BoBeueHMs LIMJIMAPHOTO Teja, HO C PACIIPOCTPaHEHUEM
3a TpeAesbl ra3a <5 MM B IuaMeTpe
The tumor does not involve the ciliary body, but there is an extraocular
spread less than 5 mm

C BOBJIEUECHHEM LIWJIMAPHOTO TeJIa, HO C pacCIpOCTpaHEHUEM
T2d _ 3a Npeacjbl riasa <5 MM B JANaMETPE
The tumor involves the ciliary body with extraocular spread less than
S mm

JwrameTp omyxonu <15,0 MM IIpU TOJIIIMHE OIMYXOJHU
12,1—15,0 MM, wiu auametp <18,0 MM IIpu TOIIIMHE
9,1—12,0 mMm, nnu nuametp 12,1—18,0 MM mpu ToIIIUHE
6,1—9,0 MM, wu quametp 15,1—18,0 MM pu TONTIUHE
3,1-6,0 MM
Tumor diameter <15.0 mm and thickness 12.1 to 15.0 mm; or tumor
diameter <18.0 mm and thickness 9.1 to 12.0 mm; or tumor diameter
12.1 to 18.0 mm and thickness 6.1 to 9.0 mm; or tumor diameter 15.1
to 18.0 mm and thickness 3.1 to 6.0 mm

T3 MHBasus B ckiiepy
The tumor extends to the sclera
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OkoHuanue maén. 1
The end of table 1

Tumor (T) (pT) Ciliary body and choroid

bBe3 BoBIeUEHNSI IMITMAPHOTO TENIA U PACTIPOCTPAHEHHST
T3a — 3a Tpeiesibl I1a3a
The tumor does not involve the ciliary body or other parts of the eye

T3b _ C BOBJIEYEHUEM LIMJIMAPHOTO TeJia
The tumor involves the ciliary body

be3 BoBieueHUs LIMJIMAapHOTO TeJla, HO C pacIpoCTpaHEHUEM
T3c . 3a Mpeesbl a3a <5 MM B IMaMeTpe
The tumor does not involve the ciliary body, but there is an extraocular
spread less than 5 mm

C BOBJICYCHHMEM LIMUIMAPHOTO TeJIa, HO C paCIpOCTpaHEHUEM
T3d . 3a Mpeaesbl asa <5 MM B IMaMeTpe
The tumor involves the ciliary body with extraocular spread
less than 5 mm

TommuwHa omyxoau >15 MM uiau guaMmetp > 18 MM, WM TOJI-

T4 WMHBa3us 3a mpenesibl CKIepbl muHa 12,1—-15,0 mm npu auametpe 15,1—18,0 mm
The tumor spreads beyond the sclera Tumor thickness >15 mm or diameter > 18 mm; or tumor thickness
12.1 to 15.0 mm and diameter 15.1 to 18.0 mm
Be3 BoBIIeUEHUSI IMITMAPHOTO TEJIA M PACTIPOCTPAHEHHST
<

T4a _<55’%I;4n1\r4n ]? fgznge 3a TMpeiesibl I1a3a

- The tumor does not involve the ciliary body or other parts of the eye.
T4b >5,0 MM B TMamMeTpe C BOBJICYCHHEM LIMJIMAPHOTO TeJIa

> 5.0 mm in diameter The tumor involves the ciliary body

be3 BoBieueHUs LIMJIMapHOTO TeJia, HO C pacIpoCTpaHEHUEM
Tdc . 3a Mpeesbl asa <5 MM B IMaMeTpe
The tumor does not involve the ciliary body, but there is an extraocular
spread less than 5 mm

C BOBJICYCHHMEM IIMJIMAPHOTIO TejIa, HO C PAaCIIPOCTPaHEHUEM
T4d _ 3a Ipeesibl I1a3a <5 MM B IMaMeTpe
The tumor involves the ciliary body with extraocular spread less than
S mm

PacnipoctpaHeHue 3a npeessl riaza >S5 MM B IuaMeTpe
Tde . MpH JTIOO0M pa3Mepe OMmyXoJu
The tumor is any size with extraocular spread of more than 5 mm in
diameter

* Menanomot padyicHoil 060104KU NPOUCX00SM U3 3MOU 06aacmu cocyOucmoil 000404KU 2Aa3a U NPeUMYUleCmeeHH0 PACNOA0NCEHbL
6 Heil. Ecau 6 padyschoil 060104Ke HAX00UMCs MeHee NOAOBUHbL 00BEMa ONYXO0AU, B03MONCHO, ONYX0Ab 603HUKAA 6 UUAUAPHOM mene,

u caedyem ee KAaccupuUUUpo8ams coomeemcmeyouum 06pasom.
*[ris melanomas originate from this area of the choroid and are usually located in it. If less than half of the tumor is in the iris, the tumor might originate

from the ciliary body, and should therefore be classified accordingl

Ta6maua 2. Kpumepuu kamezopuu N 6 mexcdynapoonoii kaaccuguxayuu TNM 8-20 nepecmompa 2017 2.
Table 2. The «N» in the 8th edition of the TNM classification (2017)

Node (N) (pN) Definition
Nx Pernonapnsie muMdarrieckue y3iabl He MOTYT OBITh OIICHEHBI
The regional lymph nodes cannot be evaluated
NO HeT nmpusHakoB mopaskeHUST peTMOHAPHBIX IMM(MATHIECKUX Y3I0B
No evidence of regional lymph node involvement

Ectb mpu3Haku mopaxkeHUs TMMGATUIECKUX Y3108
N1 .
The tumor has spread to regional lymph nodes

___________________________________________________________________________________________________________________________|
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Tabmua 3. Kpumepuu kamezopuu M 6 mexcoynapoonoii kaaccugpuxauyuu TNM 8-e0 nepecmompa 2017 e.

Table 3. The «M» in the 8th edition of the TNM classification (2017)

Kpurepuii M Onpenenenne

MO Her npusHakoB oTmIaeHHBIX METaCTa30B

No evidence of distant metastasis
Mi EcTb oTnaneHHbIe MeTacTasbl

There is metastasis to other parts of the body
Mila MertacTa3bl HAauOOJIBIIUM pa3MepoM <3 cM
The largest metastasis is 3 centimeters (cm) or less in diameter
Mi1b MertacTa3bl HauOOJIBIIUM pa3MepoM OT 3 10 8 cMm
The largest metastasis is between 3 cm and 8 cm in diameter

Mic MeTacTa3bl HauOOJIBIIMM pPa3MepoM >8 cM

The largest metastasis is larger than 8 cm in diameter

MpoLecc, 3aTPyIHEHHBIV BBUAY MaJIbIX Pa3MePOB IJ1a3HO-
r0 s16;10Ka. CYIIECTBYIONINE CXEMBI BRIPE3KH TAKOTO Opra-
Ha C OITyXOJIbIO TIO3BOJISTIOT KOPPEKTHO IIPOBECTU MAKPO-
CKONMWYECKUM 3Tan IMAarHOCTUKHU, a pa3pabaThIBacMbIe
HOBBIC TTOAXOIBI B BUIE YCTAHOBKU-(PUKcaTOpa Ij1a3a —
MUHUMH3APOBATh MEXaHNIECKIE BO3NCHCTBIS HA TKAHU
", KaK ClIeNCcTBUE, apTeduIInaabHbple U3MEHEHUS TIPU

—_—
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CUCTEMA CTAHJJAPTU3ALINU LTUTOJIOTMYECKUX
3AKJITIOYEHVU BCEMUPHOW OPTAHU3AILINN
3/IPABOOXPAHEHUS [TPU TTATOJIOTUU
[TAHKPEATOBUJIMAPHOU 30HDBI

C.B. IIpuayynsiii, E.10. ®ypmuanckas

DIBY «llenmpanvhas Kaunuveckas 60AbHUYA ¢ NOAUKAUHUKOU» Ynpaenenus deaamu [lpezudenma Poccuiickoi Pedepayuu;
Poccus, 121359 Mockea, ya. Mapwana Tumowenko, 15

Koutaktbl: Cepreit Buktoposuy Mpunyuneiii sergey.priluchny@bk.ru

MexpyHapopaHas akagemus uutonorum (The International Academy of Cytology, IAC), MexpayHapoaHoOe areHTCTBO No n3y-
yeHuto paka (The International Agency for Research on Cancer, IARC), 06beAMHEHHbI PefaKLMOHHbII COBET BceMupHOI
opraHu3auuu 3gpasooxpaHenus (World Health Organization Joint Editorial Board) paspa6oTanu cuctemy cTaHaapTHbIX
LMTONOTMYECKUX 3aKIOYEHMI ANs NaHKPeaTo6uNMapHoM 30Hbl B COOTBETCTBUM C KnaccuduKaLuein onyxonei nuuesa-
puTeNbHOIt cucTemsl 5-ro usgaHus. Cuctema BkNoYaeT B cebs 7 kateropuit: «HegocTaTouHblii/HeafieKBaTHbIN/ Heamnar-
HOCTUYECKMIt MaTepuany, «[lobpokayecTBeHHbI NpoLeccy, «Matepuan ¢ npusHakamu atunumy», «laHkpeatobunuapHoe
HOBOOGPA30BaHMe C HU3KUM PUCKOM 310Ka4eCTBEHHOCTUY, «[TaHKpeaTobunmnapHoe HOBOOHPa3oBaHMe C BbICOKUM PUCKOM
3710Ka4eCcTBEHHOCTUY, «[10f03peHNe Ha 3N10KaYECTBEHHYIO ONYX0Nb» U «3N0KaYeCTBEHHAsA ONyxoNby». [iNA KaxAaon Kare-
ropuu paspaboTaHbl YETKME AMArHOCTUYECKMUE KPUTEPUM, NPUBEAEHBI NPEANONaraemMble PUCKN 3710Ka4YECTBEHHOMO HOBO-
00pa3oBaHu1sA U peKOMeH0BaHHasA TaKTUKa BedeHus naluueHTa. Cuctema paspaboTaHa ans yHubuKkaumm GopmynupoBok
3aK/I0YEHUI U 0BNeryeHUs KOMMyHUKaLUKU MOPGHONOroB, Bpayen GYHKLMOHANbHOW LUATHOCTUKM U BpaYen-KINHULMCTOB.

KnioueBble cnoBa: uuTonorMyeckoe UCCNeaoBaHne, NOAKENYL0YHAR XKene3a, CUCTEMA CTAHAAPTU3ALMM LUTONOTUYECKIUX
3aK/I0YeHnit BceMnpHOIl opraHu3al M 35paBooXpaHeHmns npu Natonoruu NaHKpeaTobuanapHon 30Hsl

Ina uutuposanusa: Mpunyynblit C.B., Pypmunckas E.10. Cuctema cTaHAapTM3aumMm LMTONOMMYECKUX 3aKnioyeHnii Bee-
MUPHOI OpraH13aLun 3npaBooXpaHeHNs NpU NaToNoruK NaHKkpeaTobunmapHoi 3oHsl. OHkonaronorus 2023;1-2(6):19-25.
DOI: https://doi.org/10.17650/2618-7019-2023-6-1-2-19-25

The World Health Organization Reporting System for Pancreaticobiliary Cytopathology

S. V. Priluchny, E. Yu. Furminskaya

Central Clinical Hospital with Polyclinic, Administration of the President of the Russian Federation; 15 Marshala Timoshenko St.,
Moscow 121359, Russia

Contacts: Sergey Viktorovich Priluchny sergey.priluchny@bk.ru

The International Academy of Cytology (IAC), the International Agency for Research on Cancer (IARC), and the World
Health Organization Joint Editorial Board have developed an international approach to standardized reporting of pan-
creaticobiliary cytopathology with the same methodology used for the WHO Classification for Gastrointestinal Tumors,
5% edition. The reporting system includes 7 categories: “Insufficient/inadequate/nondiagnostic”, “Benign/negative
for malignancy”, “Atypical”, “Pancreatic neoplasm of low risk/low-grade”, “Pancreatic neoplasm of high risk/high-grade”,
“Suspicious for malignancy”, and “Positive for malignancy”. Each diagnostic category has clear diagnostic criteria,
estimated risk of malignancy, and clinical management options. The system has been developed to unify terminology
for reports and facilitate communication between morphologists, functional diagnostics specialists, and clinicians.

Keywords: cytological examination, pancreas, the World Health Organization Reporting System for Pancreaticobiliary
Cytopathology

For citation: Priluchny S.V., Furminskaya E.Yu. The World Health Organization Reporting System for Pancreaticobiliary
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BBEIEHHWE

Enunas cucTteMa KOOpAWHAT Ype3BBEIYAHO BakHA
BO B3aMMOEIICTBUM [IUTOJIOTOB, TATOJIOTOAHATOMOB, OH-
KOJIOTOB, XMPYPIOB M OPYTHX CIICIIUATUCTOB. YHU(DUIIHN-
poOBaHHAas crcTeMa MOP(DOJIOTUUECKHX 3aKITIOUCHUI 10~
3BOJISIET BCEM COTPYIHUKAM MEIUIIMHCKHUX OpraHU3aIIniA
TOBOPHTH Ha OTHOM SI3BIKE, COTJIACOBAHHO B3aMMOJICICT-
BOBAaTh, YTO B KOHEYHOM CUETe HAMJIYIIIINM 00pa3oM CKa-
3BIBACTCSA Ha pe3yJibTaTax JICUeHHUsS MallleHTOB. B cBs3u
C TUM Mepea MEIUIIMHCKIM COOOIIIeCTBOM BCTaJIa 3a1aJda
CTaHIAPTU3ALMI THATHOCTUICCKIX (DOPMYIIMPOBOK B COOT-
BETCTBUM C COBPEMEHHBIMM TPeOOBAHUSIMU M HEOOXOMM-
MOCTB pa3pabOTKN YETKHX TNAarHOCTUICCKIX KPUTEPHECB.

[Mo mHMIIMaTBe MeEXayHapOTHON aKaAeMUM IIATO-
JIOTUM COBMECTHO ¢ MeXXITyHapOITHBIM areHTCTBOM TIO M3Y-
YeHUIO paka M BceMmpHO# opraHm3alny 3apaBoOXpa-
Henusa (BO3) B mawame 2020 1. ctapToBaja paboTta Hax
CHCTEMOU CTAaHIAPTHBIX UTOJIOTHYECKUX 3aKITIOUCHMI
DI TTaHKpeaTOOMIMapHO 30HBI. Pe3yabpraToM paboThI
SKCIIEPTOB CTaJl TIEPBBINT MEXKIYHAPOIHBIM KOHCEHCYC,
Ha KOTOPOM IVMAarHOCTUYECKNE KPUTSPUU OBUIH ITOIKpPE-
IUIeHBI (DAKTUYECKUMU JAaHHBIMH, OILICHEHBI, 00CYKICHEI,
JTOTIOJTHEHBI TIOSICHUTETbHBIMU ITPUMEYaHUSIMU 1 BITCPBbIC
orryomkoBaHbI B 2022 1. B cepun «CHUHAE KHUTH».

Cucrema uuTogormdyeckmx saxkmouyeHnin BO3 mia
IMaHKpeaTOOMIMApPHOI 30HEBI BKITIOYACT B ce0s1 7 MMarHo-
CTUYECKUX KaTeropuii [1]:
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1) HemocTaTouHBIl /HeaneKBAaTHBIM / HEAMAaTHOCTHUYC-

CKWI MaTepuall.

2) dobpokayecTBeHHBIH IIpolIecC.
3) Matepwual ¢ Ipu3HaKaMU aTUTINH.
4) [TankpeaToOMIMapHOe HOBOOOPA3OBaHME C HU3KUM

PHCKOM 3JIOKAYeCTBEHHOCTH.

5) IMankpeaToOuIMapHOe HOBOOOPA30BaHUE C BLICOKUM

PUCKOM 3JIOKAYeCTBEHHOCTH.

6) ITomo3peHue Ha 3710KAYECTBEHHYIO OITYXOJIb.
7) 31mokayecTBEHHAsI OITyXOJIb.

Kaxmast nqmarHocTuyeckasi KaTeropusi OObeINHSIECT
MHOKECTBO HO30JIOTUYECKHNX IUHUIL, KOTOpBIE cOOpa-
HBI 110 IPUHIUIY pUCcKa Pa3BUTUS 3JI0KAYEeCTBEHHOMU
onyxonu (PP30) u manpHeIIero KIMHAYECKOTO IO~
xopa. PP30 nnga nnarHoctnyeckux Kateropuit BO3 mnsa
MaHKPEaTOOMIMapHOM MAaTOJIOTUM 3KCTPANoJNpOBaH
n3 cucteMbl O6IecTBa muTonarogxoruu Iamanukonay
[2]. BO3 co3pgana 2 HOBbIE KATeTOPHU, HE BXOMASIINE
B cuctemy O6miecTBa nuromnaroiaoruu I[lamanukosnay:
«IMaHKpeaToOMIMapHasi HeOoIUIa3’sI HU3KOTO pHcKa
3JI0KAYeCTBEHHOCTH» U «ITaHKpeaToOMInapHas Heo-
MJ1a31sI BEICOKOTO pUCKA 3JI0KAaYeCTBEHHOCTU», IJIS
koTopuix PP30 Tonbko npeacrout omnpenenuTb. Cie-
oyeT oTMeTuTh, 4To PP30 3aBucutr ot Meroma B3ATHS
6romartepualia: TOHKOUTOJIbHOI acTIupallmOHHON 610~
ncuu (TUAB) (tabmn. 1) [3—6] u 6pai-6uoncuu (tadi. 2)
[7—13].

Ta6mna 1. [Ipednonaeaemviii puck 310Ka4ecmeentoll ONYXoau U 6apuaHmyl KAUHUHECK020 n00X00a NPU MOHKOU20AbHOL ACNUPAYUOHHOU OUONCUU NAH-

KpeamoOuauapHoli 30Hbl

Table 1. Estimated risk of malignancy and clinical management options in patients undergoing fine-needle aspiration biopsy of the pancreatobiliary area

Ipennonaraemslii puck

JlnarnocTindecKasi KaTeropust

onyxomm, %
HenocraTouHblii/HeanekBar-
HBIi1/HeMMaTHOCTUIECKMI MaTepral 5-25
Insufficient/inadequate /nondiagnostic
JloGpoKauecTBEHHBbII MPOLIECC 0—15
Benign negative for malignancy
Matepuan ¢ npuzHaKaMu aTUITAN 30—40
Atypical
TTaHkpeaTOOMIMapHOE HOBOOOPAa30BaHME
C HU3KUM PUCKOM 3JI0KAaY€CTBEHHOCTU 5-20
Pancreatic neoplasm of low risk/low-grade
ITankpeaToOmIMapHOe HOBOOOpa3oBaHUE
C BBICOKUM PUCKOM 3JI0KAYECTBEHHOCTU 60—-95
Pancreatic neoplasm of high risk/high-grade
HO,Z[03[)€HI/IC Ha 3JIOKAQY€CTBECHHYIO
OITyXOJTb 80—100
Suspicious for malignancy
3510KaYecTBEHHAs! OIyXOJb 99-100

Positive for malignancy

Ilpumeuanue. THAB — monkoueonvras acnupayuoHHas 6uoncus.
Note. FNAB — fine-needle aspiration biopsy.

Pa3BUTHA 3JI0KAY€CTBEHHOMN

BapuaHThI KIIMHHYECKOTO MOIX0Aa

IMosToputs TUAB*
Repeat FNAB*

Knunuueckoe HabaoaeHUE
Correlate clinically

IMoBroputs TUAB
Repeat FNAB

Knunuueckoe HaboneHNE
Correlate clinically

Xupypruueckasi pe3eKiust
Surgical resection

Ecin mauueHT MomieXXuT Xupypruaeckomy Jieue-
HUIO — PE3EKIIN; €CIIH MALMEHTY TpeOyeTcs Mpei-
ornepauroHHas Teparnusi — nosroputh TUADB
If patient to be surgically managed, treat as positive
If patient requires pre-operative therapy, repeat FNAB

3aBHUCUT OT CTaANM 3a00JIeBaHUS
Per clinical stage
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Tabmuua 2. [Ipednonazaemblii puck 310Ka4ecmeeHHol Onyxoau U 6apuaHmsl KAUHUHECK020 nooxooa npu opau-ouoncuu NaHKpeamoouauapHoli 30Hbl

Table 2. Estimated risk of malignancy and clinical management options in patients undergoing brush biopsy of the pancreatobiliary area

IIpeanoaaraemplii puck
Pa3BUTHS 310KAYECT-

,I[namocm!lecm Kareropus BEHHOI 0! om, %

BapﬂaHTbl KJIMHUYECKOro noaxoaa

TToBTOPUTH SHAOCKONMUYECKOE MCCIIEAOBaHNE
28-69 ¢ Opar-Ouoricueii u buorncueit '
Repeat endoscopic retrograde cholangiopancreatography with
cholangioscopy, brushing, and biopsies

Henocrarounslii/HeaneKBaTHBIN /He AT -
HOCTUYECKUIA MaTepual
Insufficient/inadequate /nondiagnostic

JloGpokavyecTBEHHBII MPOLIECC 26—55 Knunuuyeckoe Habt0aeHIE
Benign/negative for malignancy Correlate clinically

[ToBTOPUTE SHIOCKONMMYECKOE UCCIIEA0BAaHNE C Opar-
ouoricueil 1 GUOTICUel, pACCMOTPETh BO3MOXKXHOCTD
JIOTMTOJIHUTEIBHOTO TeCTUpOoBaHuUs ¢ moMolisio FISH

R/tlspTEEIHaH P SR 25717 ¥/WIM CEKBEHMPOBAHUsI '
i Repeat endoscopic retrograde cholangiopancreatography with
cholangioscopy, brushings, and biopsies; consider ancillary
testing with FISH and/or next-generation sequencing
[TankpearobuamapHOe HOBOOOPa30BaHUE Wner HakoruieHre cTa- Wner HakomIeHNEe CTaTUCTUYECKUX TaHHBIX
C HU3KUM PUCKOM 3JI0Ka4€CTBEHHOCTH TUCTUYECKUX JaHHBIX 1 00paboTKa pe3yJIbTaTOB
Pancreatic neoplasm of low risk/low-grade Data is being accumulated Data is being accumulated and analyzed

Wpet HakoIuieHne
[MankpearobuamapHOe HOBOOOPAa30BaHUE W peT HakoIJIeHNe CTaTUCTUYECKUX TaHHBIX
CTaTUCTUYECKUX

C BbICOKHMM PHUCKOM 3JI0OKAYECTBEHHOCTU n 06pa60TKa PE3YJIbTAaTOB

. e . JAHHBIX P
Pancreatic neoplasm of high risk/high-grade . . Data is being accumulated and analyzed
p g /high-g Data is being accumulated & y

[ToBTOPUTH HICCIIENOBAHNE C TOTTOJHUTEILHBIM TECTH -
poBanueM (FISH u/unu cekBeHUpoOBaHME) UM, ECITU
Jipyrue (akTopbl MOATBEPXKAAIOT 37I0KAY€CTBEHHOCTb,
TNPOBECTU XUPYPTUUYECKOE JIEUEHUE; 11l HEOAIbIO-
TMos03peH7e Ha 3TOKATECTBEHHYIO OTTy- BaHTHOU Tepanvuu — TIOBTOPUTD 3HIOCKOTUYECKOE
XOMb 74-100 HccliefloBaHKe ¢ Opalll-Ouorncueil u Ouorncuei,/ipyrumu
BCIIOMOTATEIbHBIMU UCCIIENOBAHUSIMU
Repeat sampling with ancillary testing (FISH and/or next-
generation sequencing) or, if other factors support malignancy;,
surgical intervention; for neoadjuvant therapy, repeat endoscopic
retrograde cholangiopancreatography with cholangioscopy and
brushings/biopsies/ancillary testing

Suspicious for malignancy

3J10KayecTBEHHAsI OIyXO0JIb 96100 3aBUCUT OT CTaANU 3a00J€BaHUS
Positive for malignancy Per clinical stage

Ilpumenanue. FISH — ayopecyenmnas subpuduszauus in situ.
Note. FISH — fluorescence in situ hybridization.

KATETOPUS «<HEJJOCTATOYHDBIN / « orcyrcrBue kietok npu TUADB commaHoro HoBooo-
HEAIIEKBATHBIN / HEJUATHOCTUYECKHNN pa3oBaHUsl WM OpalI-OMOTICUU KETYEBBIBOISIINX
MATEPHAJI» MyTeN;
buomarepuan orHocsaT B Kareropuio «Hemocratou- » orcyrcTBue KiaeTok rpu TUAD kucThl 6e3 Mpru3HaKoB
HBI /HealeKBaTHBIN /HeMMarHOCTUIECKUM MaTepHua», cnm3eodpa3zoBaHMs (IyCTOM, TTOMOOHOM KOUTOMITY BHE-
€CITA TIO pSIAy NMPUYMH OH HE MOXET OXapaKTepHU30BaTh KJICTOYHOM CJTM3M) WJIM TTOBEIIIICHHOM YPOBHE PaKOBO-
ITaTOJIOTMYECKMI TTPOIIECC. ro aMOproHaibHOTO aHTUTreHa (POA) (>192 Hr/mi).
JmarHocTHIeCKe KPUTCPUM: Ecnu matepuain He HeceT nH(popMalu 06 ncciemye-
* apredakThl POOOIIOATOTOBKY, BKIIIOYAS ACTeHepa- MOM Ipollecce, HEOOXOMMMO IaTh PEKOMEHIAIIUM IS
IINIO KJIETOK M YAaCTUIIBI KpacKHU (TIPEIUIINTAT); ITOBTOPHOTO B3THsA. HOTrMa KJIIETOYHBINM MaTepHall B Ka-

¢ 3HAYUTCJIbHAaA IIPUMECHh KPOBM, KOHTAMMWHALIUA XKE€-  YCCTBEC aJbTCPHATUBbI MOXHO KJ'I&CCI/ICIZ)I/ILII/IDOBEITL Kak
JIYAOYHO-KHMIIIECYHBIM 3MMUTCJINEM WIN JPYT'MM MaTe- <<ﬂ06pOKaq€CTBCHHBIfI IIpoece» C 00s13aTeIbHBIM IIpu-

pUaioM; MEUaHHEM O PacXOXICHUHU MOPDOTOTMIECKON KapTHUHBI
* HOpMaJTbHasl TKaHb ITOMKETYIOYHOM XKeIe3bl IIPH Ha- W JaHHBIX BU3YAJIbHOTO UCCIICAOBAHUS U PEKOMEHIOBATh
JIMYUU COJIMIHOTO HOBOOOPA30BaHUS UIN KUCTHI; noBtopHyo TUADB wnnu 6paii-ouoncuto.

21
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Hanuuune n10060ii KJ1€TOYHOM aTUIIMU UCKITIOYAET Ma-
Tepual U3 Kareropun «HemocTaTouHbIi /HeaneKBaTHEI/
HEeIMArHOCTUYECKUI MaTepura».

KATETOPUSA «JOBPOKAYECTBEHHDBIN

ITPOLIECC»

B naHHy10 KaTeropuio onpenesitoT Marepuai, KOTo-
pPblIii OMHO3HAYHO AEMOHCTPUPYET N0OPOKAYECTBEHHbIE
MMPU3HAKU U TIPEICTABIICH HEOITyXOJIEBBIM M /MU T00PO-
Ka4yeCTBEHHBIM OIMYyXOJIEBBIM ITPOLIECCOM MOIKETYA0UHOMN
KeJie3bl U/ WY TTaHKPeaTOOMITMapHBIX ITyTe.

DT1a KaTeropus oobeanHMWIA TpynIbl «He3mokadyect-
BEHHBbI MaTepuai», «HeoracTuueckuit 1oopokavyect-
BEHHBIM MaTepuan» u «Heomnactuuyeckuit Matepuan
C HU3KUM PUCKOM 3JIOKaYECTBEHHOTO MpPOLECCa» B CUCTE-
Me Kiaccu(pUKaIUM MopaXeHN MaHKpeaToOMIHapHOM
cuctembl ObmiectBa nuronatonornu Iananukonay [14].

K Marepuany jaHHO# KaTeropuu NpeabsiBasIIOT Clie-
Jytoluve TpeboBaHUSI:

* Marepuaj 10CTaTOYHOM KJIETOYHOCTHU;

* OTCYTCTBME OITyXOJIEBOU aTUIIUU;

* OTCYTCTBME€ 3HAUMTEJIBLHOTO oOyara IMOpaxXeHWsl Mpu
BU3YAIM3NPYIOLINX METOIAX 00ciemoBaHus (yabTpa-
3ByKOBOE€ MCCJIEIOBAaHUE, KOMIbBIOTEPHAsI TOMOIpa-
(s, MarHUTHO-pEe30HAHCHASI TOMOTPADUS U IP).
JIto0ast aTumust, BEIXOMOSINAS 3a PpaMKHA PeaKTUBHOI /

penapaTMBHOM, UCKITIOYAET MaTeprall U3 JaHHOM KaTero-
pun. [Tpu HECOOTBETCTBUM MOP(POIIOTMISCKON KapTUHBI
U XapaKTEPUCTUK ovara mopaxxeHusl 10MycKaeTcsl onpene-
JIeHWe ero B rpynny «JloOpokadyecTBEeHHBI MaTepuas»
¢ 00s13aTe/IbHBIM MTPUMEYaHUEM B 3aKJIIOUYEHUU 00 3TOM
HECOOTBETCTBUHU, O HEOOXOAUMOCTU COMOCTABIEHUS K-
HUYECKUX JAHHBIX U JAHHBIX BU3YaTU3UPYIOLIUX METOIOB
HUCCIEA0BaHUS, a TAKXE PEKOMEHIALMU MO MOBTOPHOMY
B3SITUIO MaTepuaa.

KATEI'OPUSA «MATEPHUAJT

CITPU3HAKAMU ATUTTN»

Korma xireTouHble /M1 apXUTEKTypHBIC aHOMaJINU
BBIXOIST 32 paMKHN PEaKTUBHBIX M /WIN PEIIapaTUBHBIX,
HO HM Kau4eCTBEHHO, HM KOJIMYECTBEHHO HEIOCTATOYHEI,
YTOOBI OTHECTU MaTePHaJ B OMHY M3 OITyXOJIEBBIX KATETO-
puii («ITaHKpeaToOMIMapHOE HOBOOOPA30BaHKE C HI3KUM
PHUCKOM 3JIOKa4eCTBEHHOCTH», «IlaHKpeaToOMInapHoe
HOBOOOpa30BaHME C BEICOKMM PHCKOM 3JI0KA4eCTBEHHO-
CTH», «3JI0KaueCTBEeHHAS OITYXOJIb» ), €TO OTHOCST K KaTe-
ropun «Matepuai ¢ TIpu3HaKaMU aTATTNT».

LuTonornyeckme TMarHOCTUIECKNE KPUTCPUM:

* HapylIeHNe apXUTEKTYPHOM MOISIPHOCTH KJIETOK;

* He3HAYUTEIbHASI CKYIeHHOCTD SIIepP KIIETOK;

* CcJIabOBBIpaXXKCHHOE M3MEHEHME COTOITOHOOHOTO pH-
CYHKa;

* sgnepHO-IMTOoIa3Marudeckoe cootHomerue (ALC)
MIPUOJIIKEHO K HOpME, He3HAYNTEIbHBIN aHN30HYK-
J1e03;

* HeOOJIBIIIasi HEPOBHOCTD SIIEPHOM MEMOpPAaHBI;
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* MaJieHbKHUE SIAPBILIKHY;
* orcyrcTBue 3D-¢hparMeHTOB U UCTUHHOIO SIIEPHOIO

MOJIIMHTIA.

Okcneptel BO3 o0OpalaioT BHUMaHKWE Ha TO, YTO MPU
IOJ03PEHNHU Ha BhICOKOAU(DGEPEHIMPOBAHHYIO HEMPO-
SHIOKPUHHYIO VI COJIMIHYIO IICeBIOAMMIIIPHYIO OITy-
XO0JIb MaTepuajl OTHOCIT K Kateropuu «Ilomo3peHue
Ha 3JI0KAYECTBEHHYIO OITyXOJIb».

TakTuKy BeeHUsI ITAIIMEHTOB ¢ KaTeropueit «Marepu-
ajl ¢ MpU3HAKAMM aTUIIMU» JOJIKHA OIPEIE/IsTh MYJIETHU -
JUCLIMIUTMHAPHAS KOMaHIa U, IIPYU HEOOXOAUMOCTH, 10~
IOJIHSITh IIPOBEIEHUEM MOJIEKYISIPHO-TEHETUYECKOTO
TECTUPOBAHUSI.

KATEIOPUA «ITAHKPEATOBW/IMMAPHOE
HOBOOBPASOBAHME C HU3KHMM PUCKOM
3JIOKAYECTBEHHOCTH»

Bbromarepuan ¢ mpusHakKaMu BHYTPHIIPOTOKOBOTO
/WA KUCTO3HOTO HOBOOOpPA30BaHMUS M HU3KOM CTe-
TEHBIO 3MMUTEIUATBHON aTUIIMHM OTHOCAT K KaTeTOpHU
«[TaHkpearoOmIMapHOEe HOBOOOPa30BaHUE C HU3KMM PHC-
KOM 3JI0Ka4eCTBEHHOCTH».

DrnuTeanii HU3KOM CTEIIeHN UCTIIa3NH XapaKTepHu3y-
eTCsl TIPABIWJIBHBIM Pa3MEpOM M PACIOJIOXEHHEM siapa,
BHYTPULIMTOIIA3MATUIICCKIM MYLITHOM, Jallle B alTMKaIb-
HOM 9aCTH KJIETKU;, MOP(MOJTOTMIECKH JOCTATOYHO TPYI-
HOOTJIMYUM OT IIOKPOBHO-SIMOYHOTO SITUTEIIHS XKeTyaKa,
OIHAKO HaJIMYME TaKMX MPU3HAKOB, KaK CKy4eHHOCTH
1 He3HAUYNTEIbHOE YBEIMICHUE SIIED, JIeTKAs UM YMEPeH-
Has Ie30praHu3anus KJIETOYHON CTPYKTYPHI, HAJIMINE
ManUISIPHBIX (DparMeHTOB, YKa3bIBaeT Ha HEOTUIACTIIC-
CKyI0 Tipupomny Tipoiiecca. OOWIbHBIN TYCTOM KOJJTOMIO-
MOAOOHBIN MYLIMH Jaxe 03 MyLIMHO3HOTO SMUTEUS SIB-
JISIeTCSl AMarHOCTUYECKUM TTPU3HAKOM HEOTUIACTHYECKOTO
Ipoliecca.

DruTennii yMepeHHOM CTeTIeHN MMCIUIA3UK JeMOH-
CTPUPYET YMEPECHHYIO aTUIIHIO C TICEBIOCTpaTU(PUKAIINCI
1 CKY9eHHOCTBIO SIep, 09aroBYIO MOTEPIO MOJISIPHOCTH, 60-
JIee BBICOKOE SIIePHO-LIMTOILIA3MAaTHIECKOE COOTHOIIICHME,
CHIKCHME COACPKAHWS BHYTPUKIICTOYHOTO MYLIMHA.

Ha ocHoBaHuM npoBeaeHHBIX MccaeaoBaHmii [15—17]
skcrepTsl BO3 HM3KYI0 1 yMEpPEeHHYIO CTETIeHb TMCIUIA3UT
00BCIMHWIIN B OMHY KaTeTOPHIO; TaK ObLIa OIlpencsieHa
IIByXypOBHEBasI CCTeMa KiTacCU(DMKAITNY STTUTEINATEHOM
aTUMUH, KOTOPAsk COOTBETCTBYET THCTOJIOTHYECKOM KTac-
cudukamum BO3 5-ro uzmanud. [Npeanomnaraemoiii PP30
HaIpsIMYIO 3aBUCHUT OT CTETICHU SIMUTEINATBHON aTUTINH.

st TMarHOCTUKY MYIIMHO3HBIX KUCT HU3KOM CTeIre-
HU 3JI0KaYECTBCHHOCTH U3-3a NX MAIIOKJICTOYHOCTH 1 He-
0OJIBIIOTO CONEpKaHUS MYLIMHA pellalollee 3Ha4eHne
HMMEIOT BCIIOMOTaTeIbHBIC TeCTHI. Tak, ypOBEeHb pAaKOBOTO
SMOPUOHATIBLHOTO aHTUTEHA > 192 HT/MJI ¢ OOJIBIIION TOJIEi
BEPOSITHOCTH OTIPEIeIsIeT KMCTY KaK MyLIMHO3HYIO [18, 19].
CrenyeT OTMETUTB, YTO omnpeaesieHrne POA He 1o3BoJIsIeT
pa3rpaHNYNTh JOOPOKAYECTBEHHBIC M 3JI0KaYeCTBEHHBIC
MYLMHO3HBIE KUCTHI [20]. B Takux cirydasx peKoMeHIOBaHO
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MPOBEAEHNE JOMOIHNUTEIBHBIX TMAarHOCTUYECKUX TECTOB,
Takux Kak KRAS, GNAS, RNF3.

HaxkormienHast Teopernyeckast ¥ IpakTUdeckast 6aza
TO3BOJIMJIA TIEPEUTH OT pagyKaJIbHBIX (hOPM TepaIrTiuy BCeX
BHYTPUIIPOTOKOBBIX MANMJUISIPHBIX MYLIMHO3HBIX OITyXO-
JIe ¥ MYLIMHO3HO-KMCTO3HBIX HOBOOOPA30BaHMUIA C IIPH-
3HaKaMM HU3KOTO PUCKa K KOHCEPBATMBHOMY BEIECHUIO
¥ HAOTIOJEHUIO TTAIleHTOB B AMHAMUKe [21—23].

KATETI'OPUA «ITAHKPEATOBW/IMAPHOE
HOBOOBPASOBAHHME C BLICOKHMM
PHCKOM 3JIOKAYECTBEHHOCTH»

Marepuain ¢ mpru3HaKaMy BHYTPUIIPOTOKOBOTO 1/ WJTH
KHCTO3HOTO HOBOOOPA30BaHUS C aTUITHEN BHICOKOM CTe-
MeHN OTHOCAT K Kareropun «IlaHkpeaToOmimapHoe HO-
BOOOpAa30BaHE C BEICOKMM PHUCKOM 3JI0Ka4eCTBEHHOCTH».

JmarHOCTHMYECKNE MPU3HAKU JAaHHON KaTEeTOpUU:
B KMCTO3HOM XXMIKOCTU — SAMHIIHBIC MEJIKME KIIETKU WA
WX CKOTUICHUSI, SIBJISTIOIIMECS BBICTUIKOI KHCTHI; B CITydae
COJIMIHOTO HOBOOOpA30BaHUS — KJIETKM ¢ BhicoKuM SALIC
W SIIepHOU aTUNHE pa3HOM CTEIIEHW BBIPAXKCHHOCTH,
AHOMAJIBHBIM THITO- WJIW THUIIEPXPOMHBIM XpPOMATHHOM,
Ha (poHe HeKpo3a M 0e3 Hero. B mndpdepenumansHoit
IWATHOCTHKE TTATOJIOTUIECKOTO Mpoliecca IIOMOTaloT M-
MYHOITUTOXUMUYECKOE, UMMYHOTHCTOXUMHUUIECKOE, a TaK-
Ke TeHETUIECKIEe NCCIIeIOBaHUS.

I1pu Matepuasie JaHHOI KaTeropuu B 60JIbllIEH YacTu
CJIyJaeB IIPUOETAOT K XUPYPTUISCKOM Pe3eKIINH, KOHCEP-
BaTUBHOE HAOJIOICHNE BRIOMPAIOT B TOM ClIydae, KakK Ba-
pHAaHT, KOTJa pUCK OTlepallii BEICOK, OCOOCHHO MpH 0J1a-
TONPUSATHBIX NaHHBIX BU3YaJU3UPYIOLIUX METOMIOB.
JlaHHBIE MHCTPYMEHTAJbHBIX METOJOB HCCJIETOBAHUS
WMEIOT TIPUOPUTETHOE 3HAYCHHE IUIST BEIOOpA TaKTHKU
nedeHms [23—27].

KATETI'OPUSA «ITOJO3PEHUE

HA 3JIOKAYECTBEHHVYIO OITYXOJIb»

Matepual ¢ HEKOTOPHIMU LIUTOJIOTUYECKMMU MPU3HA-
KaMU 3JI0KaYeCTBEHHOM OITyXOJIM, KOTOPBIX HU KAUeCTBEH-
HO, HA KOJIMYECTBEHHO HEIOCTATOYHO, YTOOBI TOCTABUTH
YTBEpPAUTEAbHBINA AUArHO3 3JI0KAaYeCTBEHHOM OIMyXOJIH,
OTHOCST B Kareropuio «[lomo3peHue Ha 3710Ka4eCTBEHHYIO
OIyXOJb».

LluTonornyeckasi 1MarHOCTUKAa 3JI0KAYE€CTBEHHBIX
OITyXOJIel TIPEACTABIISIET CIOXKHYIO 3a1a4y, TOCKOJIbKY BO3-
MOXHO B3aUMHO€ TTepeKpPhITHE LIUTOJIOTUUECKUX TTPU3HA-
KOB 10OpOKA4YEeCTBEHHBIX 1 3JI0KAYECTBEHHBIX HOBOOOpAa-
30BaHUI.

Ipu HanMuuy 3HAYUTEIBHOM LIUTOJIOTUYECKON aTH-
1M, HO MJIOK KJIETOUHOCTU MaTepurajia Wik Mpy HATUIUU
B MaTepualie JOCTaTOYHOM KJIETOYHOCTHU TOJIbKO eIUHUY-
HBIX KJIETOK C BBIpaXK€HHOI aTunurei u 06e3 JaHHBIX BU3ya-
JIM3UPYIOLIMX METOAOB CYIUTh O 3JI0KAYeCTBEHHOM OITyXO-
JI1 HE MpPEeICTaBJIsSIeTCs BO3MOXHBIM. B Takmx ciyyasix
CKYOHOCTb JUArHOCTUUYECKOro MaTeprasa He MO3BOJISIET
MPOBECTU U JOIOJHUTEIbHBIE METOIBI UCCICIOBAHUSI.
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B naHHy10 KaTeropuio HepeaKo rnomnamaeT MaTepua
C peaKTWUBHOMU M /WM perapaTuBHOU aTunueit. Ocodyio
OCTOPOXKHOCTD CJEAYET MPOSIBASITh TPU HATMUMU KaMHS,
CTE€HTA, MEPBUYHOTO CKJIEPO3UPYIOLIETO XOJaHTUTA.

Haubombl1yio c10XXKHOCTb NPEACTaBSIET IMarHOCTUKA
BBICOKOIM(bepeHIIMPOBAHHON afeHOKAPIIMHOMBI, IUar-
HOCTUYECKUMU KPUTEPUSIMU KOTOPOH SIBJISIIOTCSI Hapyllie-
HUE apXUTEKTOHUKMU CKOTIJIEHUM, yMEPEHHOE WU BbIpa-
KEHHOE CKyYMBaHWE WM HaIIaCTOBAHUE SiIep, MOTeps
MOJISIPHOCTU U aHU30HYKJIE03 C BApUAOEIbHOCThIO pa3Me-
poB snpa B 4 11 6onee pa3, moBblieHHOe ALIC, HepoBHOCTH
SIAEPHOU MeMOpaHbl, TPyObIii XpOMATUH, HATMUME YETKHUX
sapbilieK. Eciu BoillieyKazaHHbIE MPU3HAKU TPUCYTCTBY-
0T JIMILb YaCTUYHO WU BU3YATUM3UPYIOTCSI 04aroBo, Hau-
Oosiee moaxonsieil kareropuein oyager «Ilomo3peHue
Ha 3JI0KaY€CTBEHHYIO OIyXOJIb».

Bo Bcex pekoMeHaalusIX Mo BEACHUIO NallMeHTa Mo/~
YEpKMBAETCS, YTO PEILIEHUE O XUPYPTUUECKON Pe3eKLUU
MPUHUMAETCS COBMECTHO MALIMEHTOM M BpayoM, a PUCK
OMEPaTMBHOTO BMEIIATENbCTBA COMOCTABIISIETCS C BO3-
MOXXHBIMU SITPOTEHHBIMU PUCKAMU U PUCKOM Pa3BUTHUS
paka.

KATET'OPUS «3JIOKAYECTBEHHAS

OITYXOJIb»

Ecau marepuain nmMeeT OgHO3HaYHbIE IUTOMOPdOJIO-
rMYEeCKMEe MPU3HAKN 3710Ka4eCTBEHHOIO HOBOOOpa3oBa-
HUSI, ET0 OTHOCAT B KATETOPUIO «3JI0KAYECTBEHHAsI OITy-
XOJIb».

HaunGosnee yacTo BcTpeyarommecst HO30JIOIMMU — TIPo-
TOKOBas aJeHOKAapLMHOMA ITOMXKEIYIOUHON KeEJIEe3hI
1 MOP(MOJIOTMYECKH CXOIHAS C HEW XOIaHTMOKapLMHOMA
JIHUCTAJILHOTO OTJEJIa XOJIeI0Xa, Ha TOTI0 KOTOPBIX TTPUXO0-
antcsa 90 % Bcex 3JI0Ka4eCTBEHHBIX HOBOOOpPAa30BaHMIA
MTOIKETYJOYHOM KeJIe3bl.

Xupyprudeckast pe3eKiLus B HACTOSIIIEE BPEMST SIBJISI -
eTCcs eAMHCTBEHHBIM CITOCOOOM JOCTUKEHMSI TOJITOCPOY-
HO BBIKMBAEMOCTH Y MTALMEHTOB C IIEPBUYHBIMU 3J10Ka-
YeCTBEHHBIMM HOBOOOPA30BAHUSIMU ITOIKEITYIOYHOM
JKeJIe3bl M KeTYEBBIBOISIINX IMPOTOKOB. Eciin 3a60seBa-
HUE He MOAJAeTCs pafnKaJIbHOMY OIEPaTUBHOMY JIede-
HUIO, MALIMEHTY Ha3HAYaeTCsI HeOaIbIOBAHTHAST XMMUO-
Teparnus C Jy4eBOM Teparnueil uiam 0e3 Hee. Bce yaie
MMalMEeHTHI C JUarHO30M 3J10Ka4eCTBEHHOTO HOBOOOpa30-
BaHUS TMOMXKETYIOYHON XKeNe3bl U KeTUeBBIBOASIINX
IMPOTOKOB MMEIOT BO3MOXKHOCTH MCITOIB30BaTh IIEPCOHA-
JIM3UPOBAHHBIN TToaxon. OOHUM U3 MPUMEPOB MOXKET
OBITH OIpeneieHre MUKPOCATEINIMTHON HECTAOMIBHO-
CTH, TIPU KOTOPOI, HECMOTPS Ha €€ HU3KYIO BBISIBIISIE-
MocTb (0K0J10 1 %), nopsinka 40 % malueHTOB OTBEYaIOT
Ha Teparmio, a CJIeI0BaTEIbHO, YBEINYNBAETCS X BbI-
KUBAEMOCTb.

SAK/IIOYEHHE
IIpencraBineHHasl cucteMa CTaHAAPTU3aLMU LIUTO-
Joruyeckux 3akioueHuid BO3 u3MeHsieT U JONOJIHSIET
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JIEHICTBOBABIIIYIO CUCTEMY KJIacCH(UKAIINNA TTaHKPeaToou-
JmapHoi cucteMbl OOIIecTBa IuTonaTooruu Ilarmanmko-
JIay ¥ COOTBETCTBYET AeHCTBYIONICH KlacCu(PUKaIIM OITy-
XoJIeit muIeBapuTeIbHOM cructeMbl BO3 5-10 m3manus.

B cTraHmapTM3MpoBaHHOM 3aKITIOYCHHU PEKOMEHIO-
BaHO YKa3bIBaThb TUArHOCTUYECKYIO KaTeTOPHIO, KpaTKOe
MMKPOCKOITMIECKOE OIMMCAHNE KITIOYEBBIX THAarHOCTHIC-
CKHX MPU3HAKOB, IT0 BO3MOXHOCTHA HamboJiee KOHKPET-
HBIN IUarHo3. B 3aTpyIHUTEIBHBIX CITyYasX TIPUBOISITCS
OIHCaTeNIbHOE 3aKIII0UYCHNE, TIepedeHb IIPEAIoIaracMbIX
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MpepncraBneHus o6 onyxonsx noyek 3a nocnefHue 20 net npetepnenu 6onblune U3MeHeHUs. B cTaTbe npuseseH aHanus
HOBOI1 KnaccudukaLlum onyxonei noyek u ee pecopmupoBanus. Matoe usnaxue knaccucdukaum BcemmpHoii opraHmusa-
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The understanding of kidney tumors has undergone great changes over the past 20 years. The article provides an anal-
ysis of the new classification of kidney tumors and its reform. The 5t edition of the World Health Organization classifi-
cation of tumors of the urinary system and male genital organs reflects the development of the concept laid down in
previous editions. The conceptual organization of the classification of renal tumors has been transformed and improved,
and new types have been included.
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BBEJEHWE B 1998 1. Ieiimenpbeprckoil Kiraccu@UKAIIUM ITOYECUYHO-
OnmHa 13 6ypHO Pa3BUBAIOIIMXCS TEM B OHKOITATOJIO-  KJICTOYHBIX OITyXOJIeH, B OCHOBY KOTOPOI OBLIH MOJIOXKE-
TMW — TIPEeACTaBICHUS 00 OIyXOJsAX I0YeK, KOTOpPHIe HBI B IIEPBYIO OYepeIb MOJIEKYISIPHO-TEHETUIECKIE N3ME-
3a TOCJIeIHee BpeMs MpeTepIiesid OOIbIINe U3MEHEHNSI.  HEHMS, TIPUCYIIME TOU MM MHOM OITyXOJIH, a JIUIIb 3aTeM
KoHuIenTyaapbHBIN MIPOPBIB 0O3HAMEHOBAJICS M3TaHUEM  MOpPQOIormdecKue XapakTeprucTuku [ 1, 2]. Kiraccubukarmst


https://creativecommons.org/licenses/by/4.0/

O630pei u nekyuu | Reviews and lectures

BcemupHoit opranmsanum 3apaBooxpaHeHus (BO3)
2004 1. (3-¢ n3gaHue) IBWIACH IPU3HAHIEM HOBOT'O PEBO-
JIIOIIMOHHOTO TTOIX0Ma, a 4-¢ M 5-¢ M3IaHMST TTPOIOJIKIIIN
OTpaxaTbhb pa3BUTHUE TUX uaeit [3, 4]. B 5-m uszmanun,
BBIIIEAIIeM B cBeT B 2022 ., ©”3MEHEHA M YCOBEPIIIEHCTBO-
BaHa KOHIIENTyaJIbHAsI OpraHU3aInsI KiacCUDUKAIINT
OITyXOJICH TTOYEK, BHECEHBI HOBBIE THUITHI IIOYEYHO-KIIETOY -
HBIX omyxoiei [5].

OPI'AHM3ALIMOHHDBIE UISMEHEHMA
BaxxHbIM OpraHu3allMOHHBIM U3MEHEHUEM B 5-M U3-
nmaaum kinaccudukamny BO3 sBisieTcs pasmesieHue I10-
YEYHO-KJIETOYHBIX OMYX0JIeil HA OCHOBAaHUU TE€X UJIN UHBIX
MPU3HAKOB Ha 6 Kateropuii. st Kaxkaoro o0bekTa, BKIIIO-
YEeHHOTO B KJIacCU(UKAINIO, ObUT BBEICH pa3nesl «OCHOB-
HbIE€ U JTOMOJHUTEIbHbIE AUATHOCTUYECKUE KPUTEPUU»,
coJepXKallliMe KJIo4eBble MOp(OJIOornyecKrue MarHoCcTu-
YyeCK1e KPUTEPUU B COUETAHUM C UMMYHOTMCTOXUMUYE-
CKHAMU U /WA MOJIEKYJISIPHO-TEHETUISCKUMHM UCCIICI0BA-
HUSIMU [35].
Knaccudukanus noye4Ho-KJIeTOYHbIX OMyXO0Jeii:
1. CBeTJIOKJIETOUHBIC OITYXOJIH:
* CBETJIOKJIETOYHbII MOYEYHO-KJIETOUHBIN paK;
* MYJIBTWJIOKYJISIpHAsE KMCTO3Hasi OMyXOJib HU3KOTO
3JI0KQ4€CTBEHHOTO MOTEHIIMANa.
2. IManumisipHBIC OTTYXOJIH:
* ManuWuIsIpHas aieHoOMa;
* ManWUISIPHbIM MOYEYHO-KJIETOYHBIN pak.
3. OHKouMTapHBIE U XPOMODOOHBIE OITYyXOJIN:
* OHKOIIMTOMA;
* XpoMOGOOHBIN ITOYCTHO-KIICTOUHBIN paK;
* IpyTH€ OHKOLIMTAPHBIE OMYXOJU MOYKH.
4. Omyxosi cooMpaTeTbHBIX IIPOTOKOB:
* pak u3 coOMpaTeIbHbIX TPOTOKOB.
5. Apyrve no4eyHo-KJIETOUHbIE OMYXOJIU:
* ManWUIIpHask CBETJOKJIETOYHASI TOYEYHO-KIIETOU-
Hasl OMyXOJib;
* MYLUMHO3HbBIA TYOYJSIpPHBIN U BEPETEHOKJIETOUHBIM
MOYEYHO-KJIETOUHBIN pak;
* TYOYJOKMCTO3HbII MOYEUYHO-KJIETOYHBIN pakK;
* NIpUOOPETEHHBIN MOYEYHO-KJIETOYHbIM pak, acco-
LIMMPOBAHHBIN C KUCTO3HOU 00JIE3HBIO;
* 303MHO(DMIIBHBIN COJIMIHO-KNCTO3HBIN TTOYEUHO-
KJIETOYHBIN pak;
* MIOYEYHO-KJIETOYHBIA pakK 0e3 JOMOJHUTEIbHBIX
YTOYHEHUM.
6. Moseky/isipHble THIIbI IT0Y€YHO-KIETOYHBIX KapLv-
HOM:
* TIOYEYHO-KJIETOYHBII paK ¢ nepectpoiikoit TFE3;
* MMOYEYHO-KJIETOYHBIN pak ¢ nepecTtpoiikoit TFEB;
* ITOYEYHO-KJICTOUHBIN pak ¢ MyTaumeit ELOG (TCEBI);
* TIOYEYHO-KJIETOYHBIA pak ¢ gedumurom dymapar-
ruaparassl (FH);
* IIOYEYHO-KJIIETOYHBIN paK ¢ Ae(PUIIMTOM CYKIIMHAT-
nerunporeHassl (SDH);
* TTIOYEYHO-KJIETOYHBIN paK ¢ rnepectpoiikoit ALK
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* TTOYEYHO-KJICTOYHBIM MEIy/UISIPHBIN paK ¢ AeUIIN-
toM SMARCBI.
IpapupoBanue. Cruicrema rpaipoBaHMsl, OCHOBaHHas
Ha AIepHBIX TTPU3HAKaX, ObUIA TIPEIIOKEHA IIJIST CBETIO0-
kietouHbIX (cITKP) 1 manuisipHBIX TOYeTHO-KIIETOYHBIX
kapuuHoM (nl1KP) [6]. B HoBoit knaccupukauuu BO3
2022 r. KpuTepuu rpamgallii OCTAIMCh MPEXKHUMH (CM.
TaOJINILY), HO JTaHBI PEKOMEHIALINMN OTHOCUTEIHHO OITyXO0-
Jiel TeTepOTeHHOTO CTpoeHUs1. [panrpoBaTh Takue Omyxo-
JIN CIIeAyeT 10 HamOOJbIIeit Tpagallii, eCJ OHA Mpe-
cTaBJieHa I10 KpaiftHeil Mepe 1 mojieM 3peHusT Ha O0JIbIIOM
yBesmueHun [5]. OmHako KOHKpeTHas IJIoLIaab ITOJIS
3peHMs He yKa3aHa (B OOJIBITMHCTBE COBPEMEHHBIX MU-
KpockoroB oHa cocTasister 0,23 mm?). Kpome Toro, Heo6-
XOIWMO YKa3aTh TeTePOTeHHBIN XapaKTep OIYXOJIH, OCO-
6enHo nipu koMonHamu rpagauuii G3 n G4. Tak, cITKP,
TOJTHOCTBIO TIpeacTaBiecHHBIN G4, UMeeT 3HAUYNTEIILHO
xyamuit ucxon, yeMm pak G3 ¢ komnoHneHToM G4. Takxke
MMeeTCsI 3HAUNTeIbHAS pa3HUIIA B BBLKMBAEMOCTH IIPH Te-
TEPOTEHHBIX OITYXOJISIX, B KOTOPBIX rpamanus G4 3aHnMa-
er <10 % u >50 % [5].

fpaaupoeaﬁue CEEeMNOKACMOUYHO20 U hAnUNIAPHO20 MUNOE paKa

Grading of clear cell and papillary types of cancer

Ipa-
na- XapakTepucTuka siapa Anpeimku
st

Kpyribie, onuHakoBbIE, OTcyTeTBYIOT

HaIroOMUHAIOT JIUMQOLIMTHI
Gl . . L
Round, identical, reminiscent
of lymphocytes

WJIV HE3aMETHBI
Absent or invisible

Bunnel mpu yBe-

Kpynnee, HenpaBuiabHoU popMbl  uueHuu 400

G2 Larger, irregularly shaped Visible at 400x
magnification
BunHb! mpu yBe-
G3 Kpynnee, HenpaBuibHOU popmbl  JuueHuun 100
Larger, irregularly shaped Visible at 100x
magnification
KpynHble, npuuyminBoii (popMbI,
BBIPAXKEHHBIN SIIEPHBIA TTOJIMMOP-
(GU3M, MHOTOSIIEPHbBIE KIIETKU, BripaxkeHHBbIE,
CapKOMaTOUHbIN WU padIouI- UMEIOTCS
G4 HbII1 KOMITOHEHTBI MMTO3BI

Large, bizarre shape, strongly marked
nuclear pleomorphism, multinucleated
cells, sarcomatoid or rhabdoid
components

Dtrongly marked,
there are mitoses

CBeTI0K/IeTOYHbIE OYEYHO-KJIETOYHbIE OMyXOJIH. Xa-
paKkTepHBIM ITPU3HAKOM 3TOM TPYIIIBI paKa ITOYKH SIBJISI-
I0TCSa MyTauuu reHa VHL, mpu KOTOpPBIX pa3BUBAIOTCS
cITKP 1 MyasTUI0KYISIpHAsE KUCTO3HAS OITyXO0JIb HU3KOTO
3rmoKadecTBeHHOro noteHmana (MKOH3IT) [5]. ITpu cITIKP
C HETUITMYHOU MOP(OIOTMIEeCKOI KApTUHOM PEKOMEHIO0-
BaHO ITPOBOINTH IOITOTHUTETbHBIC UCCIICAOBAHNS: UMMY-
Horucroxummuaeckoe (MI'X) ompenenenne skcmpeccuu
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kap6oanruapassl 9 (CA9), MOJIEKYISIPHO-TEHETUIECKYIO
naeHTuGUKanuo Myraunu VHL unmi morepu XpoMoco-
MBI 3p.

Mopdonornueckue npusHaku MKOH3IT nepekpniBa-
I0TCS C TpU3HAKaMU KUCTO3HOTO U Aaxe coaraHoro cITKP
¢ (OKaTbHBIM KHCTO3HO-IETeHEPATUBHBIM KOMITOHEHTOM,
IMO3TOMY Ha OCHOBAaHWU ITYHKIIMOHHOIM OMOIICMU TaKOMU
JIMarHO3 CTaBUTH Henb3s [7—9]. Kpome Toro, cBeTioke-
TOYHAasI MAIMMLIIPHAS TOYEYHO-KJIETOYHASI OIyXOJIb (CII-
ITKO) n MxOH3IT umutupyior apyr apyra [9]. Ctagupo-
BaHUWIO OITYXOJIb HE TIOIJICKHUT.

ITanunngpubie omyxoau. Kateropusi BKitouaeT namnui-
JISIPHYIO aeHOMY M TTAITMJUISIPHBINA TTOYeYHO-KICTOUHBIN
pak (nIIKP) [5]. B npenpiaymmx 3-M 1 4-M U3TaHUSIX
knaccudukauuu BO3 nITKP nenmwnu Ha 2 TucTonornye-
ckux tuna: i 1 u tun 2 [3, 4]. B 5-M u3ganun xiraccu-
¢uxanym BO3 2022 r. nlTKP He gendaT Ha TUTTHI, U K KJ1ac-
cnaeckoMy NITKP oTHOCST TOT, KOTOPEHIN paHee CUUTAIN
nlIKP 1-ro tuma. Onyxonu, KOTopblie paHee OTHOCWIN
K nITKP 2-ro Tuma, 66111 pexiiaccuuLMpPOBaHbI B Ipyrue
KaTeropuu, Hanipumep cnopaanueckuii [TKP ¢ neduiu-
tom FH, IT1KP ¢ Tpancnokauueii cemeiictea MiTE, I1IKP
¢ nepectpoiikoit ALK, I1KP, accolimmnpoBaHHBIi C IIPUO-
OpeTeHHBIM KMCTO3HBIM 3a00JIeBaHUEM, W S03MHO(DIIb-
HBI conuaHo-KucTo3HbIi [TKP [5].

B 10 Xe Bpemsa mopdonornueckuit cnekrp nllIKP
Tenepb BKIOYaeT, moMumo Kiaccmyeckoro ITKP, 2 He-
JTABHO OITMCAHHBIE OIMYXOJIM. YOPTUHOIIOAOOHAS OITYyXOJIh
AMEET XapaKTepHOe MOP(OIOTHIECKOE CTPOCHUE, CXOMI-
HOE C TAKOBBIM OITYXOJIY YOPTUHA CITIOHHOI KeJre3bl [10].
IManunnsipHast oryxoJjb ¢ 00paTHOM IMOJISIPHOCTBIO 001a-
naet cneuududyeckumu UI'X-xapakrepuctukaMu U Mo-
JIEKYJISIPHO-TEHETUICCKUMM U3MEHEHHMSIMU: 3KCIIPECCH-
pyet GATA3, BapumabenpHo 3kcrpeccupyetr AMACR
1 He 3KCIIpeCcCUpyeT BUMEHTHUH; VTSI Hee XapaKTePHEI My-
TaIluU B «TOPSTYNX TOUKax» TeHa KRAS 1 OTCyTCTBUE TPH-
comuu xpomocoM 7 m 17 [11, 12].

OnKomuTapHbie ¥ XpoMo(oOHbIE OIyX0JIH. DTa KaTero-
pUsl BKIIIOUAET B ce0S1 OHKOLIMTOMY, XpOMO(OOHBIN pak
U TpymIy «Ipyrrue oHKOLUTApHBIE OIyXOJam». «Jlpyrue
OHKOIIMTapHBIC OMYXOJMW» — 3TO T€TepOreHHas TpyIIa
WHIOOJICHTHBIX OMyXoJieit ¢ MOP(POTOTHICCKUMH TIPU3-
HaKaM1 HHM3KOH CTEIIeHM 3JI0Ka4eCTBeHHOCTH. K HMM
OTHOCSIT THOPHMIHBIE OITyXOJIM, 00JIaJaloNIe OMHOBPEMEH-
HO TIpU3HaKaMU W OHKOILIMTOMBI, 1 XpOMO(hOOHOI0 paka,
M OITyXOJIN U3 KJIETOK C 303MHO(DUILHOMN IIUTOILIA3MOI,
0003HaYaeMBIe KaK «OHKOIIMTAapHASI OMYXOJb HU3KOTO
3JIOKAaYeCTBEHHOT'O MOTEHIIMAJIa, 0e3 TOIOIHUTEIHFHOTO
YTOYHEHMST», TTOCKOJIbKY Ha HACTOSIIINI MOMEHT OoJiee
TOYHO KjaccU(PUIUPOBATh X HEBO3MOXHO [5]. st Ha-
CIIEICTBEHHBIX OHKOIIMTAPHBIX OITYyXOJIei, CBSI3aHHBIX
¢ cuaapomoMm bepra—Xorra—/ly6a iy IpyrumMu Haclie-
CTBEHHBIMM CHHIPOMAMM, TIPEIIOKEH TEPMUH «TUOPHUI-
Hble OHKOIIMTapHBIE XPOMO(MOOHBIE OITYXOJHN», KOTO-
PRI HE CiIeAyeT HCIIOJIb30BaTh IJIS CIIOPAINIECKHX
omyxouei [5].
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BrosiHe BepOSITHO, UTO M3 TPYIIIHI «/IpyTriie OHKOLM-
TapHBIC OITYXOJIM» BHIIEIIST HOBBIC TUITHI U TIONTUIIBI T10-
YeUHO-KJIETOUHBIX OmyXosieit. Tak, B paMKax 3Toi KaTeropui
yXe OIMCaHBI 2 HOBBIX 00pa30BaHUSI, KOTOPbIE MOXKHO
OTJIMYMTH MO UX KIMHWYECKUM, Mopdosornyeckum, MI'X
¥ MOJIEKYJISIPHBIM OCOOCHHOCTSIM: 303MHO(DMIbHAST BAKYO-
Jm3upoBaHHasI omyxoib (9BO) u BeicOKomMbGepeHIT-
poBaHHas OHKonuTapHas onyxoab (BIOO).

Do3nHOGUIbHAA BaKyOJU3WPOBAHHASI OITYXOJIb,
KaK IIPaBUJIO, SIBJISCTCSI OOUHOYHOM U CIIOPaIMIecKOit,
pa3MepoM OKOJI0 3—4 cM, MHOT/IAa BCTPeYaeTCs y MalleHTOB
¢ TyOepO3HBIM CKJIepOo30M. B HacTosImee BpeMst ormrcaHo
>50 caygaeB DBO, 1 Bce 3T citydaun ObUIH 0€3 MPU3HAKOB
peLnavBa UK MetactasupoBanus [5]. DBO — conumHas
OITYXOJTb, B KOTOPOI OTCYTCTBYIOT OTYCTIMBBIN KNCTO3HBII
KOMITOHEHT 1 XOpoII1o chopMupoBaHHas Karicyia. [Touru
BceTa Ha Tepudeprn IIPUCYTCTBYIOT TOJICTOCTEHHBIE CO-
cynmpl. KieTku mMeroT 303MHOGMUIBHYIO IIUTOTUIA3MY U BbI-
pakeHHBIE BHYTPUILINTOIIa3MAaTHICCKIE BaKyOJIM, OKPY-
TJIBIE WJIV OBAJIbHBIE SIApa C SIAPBIIIKAMU, KOTOPBIE MOTYT
OBITH TOBOJIFHO KPYITHBIMH. DBO 00BIYHO 3KCIIpECCUpYeT
CD117, CDI10 n xarericud K (B HEKOTOPBIX Claydasix
doxkampHo). CK7 MOI0XUTEICH TOJIBKO B PEAKMX, pac-
CEeSTHHBIX KJIETKaX, YTO HAIIOMWHAEeT MMMYHOIIPODUIIb
oHKoLIMTOMBEI. HemaBHee mcciieqoBaHMe TaKKe BBISIBIIIO
Hajm4ue B 3TUX onyxoisax myTtauuit MTOR, TSC2wn TSC1,
KOTOpPBIe YaCTO HOCHMJIM B3aMMOMCKITIOUAIOIINI XapaK-
Tep [13, 14].

BricokomuddepeHunpoBaHHass OHKOLIMTApHAas OITy-
XOJIb TIPEICTABIISACT CO00 HOBOOOpa3oBaHUE C HU3KOMU
simepHO rpagatmeit, mrudy3HON BEIpaXKeHHOM SKCITpec-
cueit CK7 u GATA3, orcyrcrBuem skcnpeccun CD117.
B1OO umeet 001I1e YePTHI ¢ OHKOIIUTOMOM TTOYKI B XPO-
MO(DOoOHBIM pakoM. Ilpu 371eKTPOHHON MUKPOCKOIINU
BBISIBJISTIOT OOMJIBHBIC, TNIOTHO PACITOIOXKEHHBIE ITUTO-
IUTa3MaTUIeCKNEe MUTOXOHIPHUU, KaK B OHKOIIUTOME.
O6sraH0 BIOO emnANYHAS, CrIOpanidecKast, HO y IalyeH-
TOB C TSPMHUHAJILHOM CTamureit 3a00/IeBaHIST IIOYEK 1 Y TTallv-
€HTOB C TyOepO3HBIM CKJIEPO30M MOTYT OBITH MHOXKECTBEH-
HBIE OITyXOJU. Bce ommcaHHBIC HA CETOMHSIIHUN ICHB
cirygan BIIOO (>200) Benu cedst mHmoreHTHO [14—17].

«Jlpyrue mo4eqHoO-KJICTOIHBIC OMYXOJH» — TPYIIIa
pa3HOOOpAa3HBIX, HE CBI3aHHBIX MEXIY COOOM OIMyXOJei
TMOYeK, KOTOPHIE HEe TTOAIANAaIOT ITOA APYTHE KaTeTOPHH.
HexoTopkbie omyxonn, BKIIOYEHHEIE B 3Ty KaTeTOPHUIO, ObI-
JI ¥ B TIpEABIAYIIEM U3MaHUU (HaIlpUMep, MYLIMTHO3HBIA
¥ TYOYJISIpHBIN BEPETEHOKJIETOYHBII ITOYeUHO-KIIETOUHBIIA
paK, IpUOOPETEHHBIN TOYSTHO-KICTOYHBIN PaK, aCCOLINM-
POBaHHEBIN C KMCTO3HOM 00JIE3HBIO), B TO BpeMsI KaK Apy-
TUe SBISIOTCS HOBBIMU, HAIIpUMEP 303MHOMMIBHBIN CO-
JIMIHO-KUCTO3HBI MOYEeYHO-KJIETOUHBIN pak. B oty
rpymiry Takke BxoguT cil1KO, koTopyio B 3TOM N3IaHUU
peKTaccuPpUIMPOBaAIN U3 CBETIIOKIICTOYHOTO MAITVILISIP-
HOTO paka. /lo cux mop He ONMMCAaHO HU OXHOTO CIydJast
METacTa3upPOBAHUS JTAaHHOU OITYyXOJH, ITOATOMY ¢ Ooiee
He oTHOCAT K KapumHoMaMm. CinllIKO mokeT BO3HUKATH
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IIPpYA TEPMUHATBHO XPOHMIECKOM ITOYCIHOI HETOCTATOT-
HOCTH KaK MHOXECTBEHHBIC y31bI. OHa COCTOUT U3 CBET-
JIBIX KJIETOK C HU3KOM sIIepHOM rpagauueit, GpopMupyro-
IIMX KaHAJIBLIBI, THE30a U COCOYKH C OPMEHTUPOBAHHBIMU
K IpocBeTy simpaMu. OIyXoJib IMeeT XapaKTePHBI NTMMY-
HodeHoTHI: M dy3HYIO 3Kcpeccuto CK7 1 yarmeobpas-
Hoe okpammBaHue CAIX (CA9) [18—20]. Hecmotpst Ha 1O,
YTO 3Ty OIYXOJb OoJiee HE CYNTAIOT KapIUHOMOM, ee
BCe K€ PeKOMEHIOBaHO cTagupoBaTh (>95 % omyxoneii
cootBeTcTBYIOT pT1NO) [5, 19].

D03MHODWILHBIN COMMIHO-KUCTO3HBIA MTOYECIHO-
KJIETOYHBII paK BIIEPBBIC ONMCAH Y MAIIMEHTOB C TyOepO3-
HBIM CKJIEPO30M, HO MOXET BO3HMKATh CITOPAINIEeCKU
n3-3a comaTndeckux myrtauuit reHoB T.SC1 nim TSC2,
MPUBOISIINX K akTUBauny koMmruiekca mTOR1. Dto nH-
JTOJICHTHAST OITyXO0JTb, KOTOPAst BCTPeYaeTCs Yallle Y XKSHIIH
U peaKo MeTacTazupyeT. OyXoJlb IMEET COJTMITHO-KIUCTO3-
HOE CTPOEHHE, XapaKTePHOIl 0COOCHHOCTBIO SIBIISICTCS
HaJIM4Ke TPYOBIX, OT 6a30(PMIbHBIX 0 IyPIYPHBIX, IIUTO-
IUIa3MaTHIECKNX TpaHyl (ISITHUCTOCTH), COOTBETCTBYIO-
IIUX arperaTaM SHIOIIAa3MaTHYEeCKOr0 PETHKYIyMa.
B omyxonm 0OGBIYHO paccesHBI TMEHUCTHIE TUCTUOLMUTHI
u TuM@oUTHL. 11 303MHO(GUIBHOTO COMMIHO-KHICTO3-
HOTO TTIOYEYHO-KJICTOYHOTO pakKa XapaKTepHBI SKCIIPECCHS
CK20 u karencuna K, orcyrcrBue skcrnpeccun CK7
u CDI117 [21-24].

IMoyeyHO-KIIETOUHBIH paK 0e3 TOMOTHUTEIbHBIX YTOU-
HEHMI IIPeICTaBIIsIeT cO00i rpymiry Hu3KoauddepeHIm-
POBaHHEBIX OITYXOJIeit, KOTOPBIE HEJIb3sI OTHECTH HU K OITHO-
MYy M3 U3BECTHBIX ITOATHUIIOB ITOYEYHO-KIIETOYHOTO pPaKa.
Kak mpaBmito, 3T0 OITyX0JIM BBHICOKOM CTEIIEHU 3JI0Kade-
CTBEHHOCTH, MECTHO-PACIIPOCTPaHeHHBIC, OOJIBIIINX pa3-
MepoB. K maHHOI rpyITTe OTHOCST CApKOMATOMIHBIE OITyXO0-
J1 6e3 MPU3HAKOB KaKo-1100 auddepeHIpoBKH |5, 25].

MonekyasipHbie THIBI TOYEYHO-KJIeTOYHOro paka. Ka-
Teropusi «MOJIeKYJISIpHBIE THUITHI TT0YE€YHO-KJIETOUHOTO
paka» TosIBWIach B OOHOBJIEHHOI KjiaccudukKauuu 0jia-
rofgapst OTKPBITHSIM B 00JIACTU TEHETUKHU OITYXOJICH TTOYeK.
MoneKyIsIpHO-TeHeTUIeCKIIe N3MEHEHMSI, XapaKTepHBIe
IIJIsI TOM WM WHOM OITyXOJIM, 4acTO MMEIOT OTpaXKeHHE
B MopdoJiornyeckux nmpu3Hakax. OcodeHHocT MOpho-
JIOTUIECKOTO CTPOSHMSI OIYXOJIM U MX CBOCOOPa3HBII M-
MYHO(MEHOTHUIT MOTYT ITO3BOJIUTD TIPEIITOIOKUTH KOHKPET-
HbIiA TUIT OTTYXOJIW WM JaXXe YCTAHOBUTbh OKOHYATEIbHBIN
INAaTrHO3, KOTOPHIH BCe XKe CIeIyeT IOATBEPANTD MOJIEKY-
JISIPHO-T€HETUYECKMMU MeTogamu [5].

B npeapinymeit knaccudukanum MiTF-accouumpo-
BaHHBIN IOYEYHO-KIIETOYHBIN paK BKITIOYAJT B CeOsI ITOUICU-
HO-KJIETOYHBIN paK, aCCOLMUPOBAHHBIN C TPaHCIIOKAIIEH
Xp11 1 o6pa3oBaHEM XUMEPHBIX TeHOB ¢ ydactheMm 7FE3,
U [I0YEYHO-KJIETOUHBIH paK ¢ TpaHcaokauuei t(6;11) u xu-
Mepamu ¢ miepecTpoiikoit reHa TFEB [3, 4]. K 5-my nzna-
HUIO TIPEACTaBICHUS 00 3TUX OIYXOJSIX PACIIUPWIINCH.
BrIsscHMIIOCH, 9TO TIPH ITOYEYHO-KIIETOTYHOM paKe ¢ pea-
parxupoBkoit TFE3 xumepa ¢ TFE3 MoXeT ObITh C pa3-
HBIMM TeHaMU-TTapTHepaMu, daiie Bcero ASPSCR1, PRCC
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n SFPQ21. OgHako 3a TIOCJIeNHUE TOObI CITUCOK TeHOB-
MMapTHEPOB 3HAYMTETHHO BBIPOC, MX M3BECTHO yxke >20 (Ha-
MprMep, TeHbl B HEIOCPEACTBEHHOM Oim30cTu OT Xpll,
takue kak RBM10, GRIPAPI, RBMX n NONO). Takas
TeHeTIeCKast U3MEHYMBOCTD B ITOYCYHO-KIIETOUHOM PaKe
¢ mepecTpoiikoii TFE3 o0bscHSET OOJbIIIOE pa3HOOOpa3ne
Mopdoornaeckux GeHOTUIIOB U JIOXKHOOTPUIIATEILHBIC
pesyabrarsl ipu FISH-uccnenosanun [5, 26, 27]. INoyey-
HO-KJIETOYHBIA paK MOTYT CUMYJIMPOBATh IIEKOMBI C TIepe-
crpoiikamu TFE3, HO oHM He 3Kcrnpeccupyot PAXS,
YTO OTIMYACT MX OT MOYECYHO-KIETOYHOTO paKa C Iepe-
crpoiikoit TFE3[28, 29].

Panee cunTanock, 9T0 MOYEIHO-KJIETOYHBIN pakK ¢ Tie-
pectpoiikoit TFEB siBasieTcsl UHAOJIEHTHOM OITyXOJIbIO
y peteit wim Monoabix [4]. HoBble maHHBIE CBUIETEIBCT-
BYIOT O TOM, YTO 3TO HEOAHOPOJHAs IpyMnIia oInyxoJjeu
C pa3IMIHBIMU TeHETHYCCKUMU HAPYIIICHUSIMU, BOBJIEKa-
oM reH TFEB: oryxoJib UMeeT JIM0O TPaHCIOKAaILUIO,
ym6o ammmukaunio TFEB [5]. TIpudem ormyxonu ¢ pas-
HBIMHM T€HETHIYCCKUMHM HapyIIeHUSIMU UMEIOT pa3HbIe
MIPOTHOCTUYECKNE 1 KIIMHUYECKIE XapaKTePUCTUKHU. Tax,
MOYEeYHO-KJIETOUHBIN paK ¢ TpaHciaokanuein TFEB xapak-
TepeH IS AeTeil M MOJIONBIX IMAIlMeHTOB U MPEACTaBIISICT
c000i1 MHIOJIEHTHOE NByX(Da3HOe HOBOOOpa30BaHME HU3-
KOM siiepHO# rpagaliu ¢ THE3AaMU KPYITHBIX CBETJIbIX
KJIETOK 1 00JIee MEJIKUMM KJIETKaMU, CTPYIIITMPOBAHHBIMU
BOKPYT CKOIUICHUI THAJIMHOBOIO MaTepHayia 0a3aJIbHOU
MeMOpanbl [30—32]. Tpancnokarus t (6;11) 0GbIYHO 00B-
enunsier TFEB ¢ MALAT1 (Alpha), HO MOTYT OBITH aJIb-
TepHATUBHbBIE TTAPTHEPHI 110 CIUSAHUIO, BKItouast COL21A 1,
CADM?2, EWSRI, CLTC, PPPIR10, ACT, NEXT1wn KHDRBS2
[33, 34]. [ToyeyHO-KJIETOYHBIN paK ¢ aMIUIMpUKALIAE
TFEB xapakTepeH 1S TTOXUJIbIX ITAallIMeHTOB, YacTO SIBJISI-
€TCSI OITYXOJIbIO BBICOKOI CTETICHM 3JI0Ka4eCTBEHHOCTH
1 BBEICOKOM cTamnu, MOP(OJIOTHISCKN — 9YaCTO C OHKOILIM-
TapHO# 1 marmuuIsipHoit Mopdgosnorueii [30, 31]. O6a mox-
tuna skcnpeccupytor siaepHbiit TFEB, katenicun K 1 me-
JIAaHOIIUTApHBIE MapKEPHI.

ITovyeyno-kiaerounslii pak ¢ gedunurom FH. Hacnen-
CTBCHHBIN JIEMOMHUOMATO3 U ITOYCUYHO-KJICTOUHBIM pakK
(HLRCC) 6b11 mpu3HaH OTACABHBIM 3ab0jieBaHUEM
B kiaccudukanuy BO3 2016 1. [4]. HLRCC xapakrepn-
3yeTcs JIeHoOMUOMaMU KOXHU M MaTKU (y XXEHIIWH) 1 TIpe-
PaCIOIOXKEHHOCTHIO K Pa3BUTHIO arpeCcCUBHOI (hOPMBI
IMOYEYHO-KJIECTOYHOTO paKa, B OCHOBE KOTOPOM JeXKaT
ayTOCOMHO-TOMWHAHTHBIC TepMUHAJIbHBIC MYTALINH B T'e-
He, KogupyltomeM ¢ymaparruaparasy (FH) 1 J1oKaan3o-
BaHHOM Ha xpomocoMe 1q43 [5, 35]. IMocnenytomue mc-
cliemoBaHMs OOHAPYXWIM B OIYXOJISIX OMAaJICIBHYIO
WHAKTUBAIWIO reHa FH, TpuBoAsIyIo K 1euinTy oeaka
FH y nauueHTOB 6€3 TMUYHOTO WU CEMEMHOro aHaMHe3a
HLRCC. Takue cinydyaun paHee JUarHOCTUPOBAJIM KaK «He-
KJTacCUPUITMPOBAHHBIN TOYEUHO-KJICTOUHBIN paK BBICOKOM
CTENEHN 3JI0KaYeCTBEHHOCTH» , «TYOYJIOKMCTO3HBIE KapLr-
HOMBI ¢ aenrddepeHIMPOBAHHBIMI OYaraMim», «ITariuj-
JIApHBINA paK 2-To TUIAa» U «KapLYHOMAa COOMpPATEIbHbBIX
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poTokoB» [35]. B knaccudpukannm BO3 2022 1. my1s1 Takux
OITyXO0JIei, MMEIOIINX MOP(OIOTUIECKOE CTPOCHHUE, CXOI-
HOe ¢ TeM, KoTopoe Habmogator mpu cuaapome HLRCC,
OBLI IMIPUHST TEPMUH «II0YE€YHO-KIIETOIHEII paK ¢ nedu-
muToM FH». DT omyxonm o61agaioT mMmupoKuM Mopdo-
JIOTUYECKUM CIEKTPOM, BKITIOUAIOIINM MaITUJUISIPHEIE,
TyOyJISIpHBIE, TYOYJIOKUCTO3HBIC, KPUOPO3HBIE, COIUI-
HbIE /CapKOMAaTOMIHBIE M KUCTO3HBIE 3)1eMeHTH. Hanbo-
Jiee XapaKTepHbIN, HO HeCTIeLIM(UYHBIN [IUTOTOTMYECKUHT
MMPU3HAK — HAJTMINE 3aMETHBIX BUIITHEBO-KPACHBIX BKITIO-
YeHUI, TTOXOXNX Ha SAPBIIIKHA, KOTOPBIE IIPUCYTCTBYIOT
Mo KpaitHeil Mepe odaroBo [5, 35]. Takke xapaKTepHBI
noteps akcnpeccun FH nmpu UT'X-peakiiuu, skcnpeccust
S-(2-cykumHo)-umcrenHa (2SC) [5, 36].
IToyeyHo-KiI€TOUHBI MeAYIAPHBIA pak ¢ JedunuTomMm
SMARCBI. BbISICHUIOCH, UTO TSI MEIYJUISIPHBIX KapIlv-
HOM XapaKTepHa IIOTeps SAAepHOU 3KcIpeccum Oenka
SMARCBI (INI1 SNF5, BAF47), nosroMy oHM ObLITH
TIepeMMEHOBAHBI B «ITOYCYHO-KJICTOYHBIN MEIYJUISIPHBINA
pak ¢ nepurmrom SMARCBI1» [5]. DT0 penkuii u arpec-
CHBHBIA TUII KapIIMHOM, KOTOPBII BCTpeUYaeTcsT MOUYTH
HUCKJTIOUYNTETFHO B MO3TOBOM BEIIIECTBE TTOYEK Y MOJIOMIBIX
MMaIeHTOB aPUKAHCKOTO IIPOUCXOXICHHUS C CEPIIOBUI-
HOKJICTOYHOU aHEeMHMEH WIIN U3peaKa ¢ IPYTUMU TeMOTTI0-
ounonatusamu [36, 37]. IMorepss 6enka SMARCBI 0bia
oOHapyXeHa IIpU KapIIMHOMAX IMOYeK, MOP(hOIOTHTISCKI
HEOTJIMIMMBIX OT MOYEUHO-MEAYJUISIPHON KapLIMHOMBI,
1 y TalIUeHTOB 0e3 reMortoouHomnatuii [37]. B 5-m u3ma-
HuM Kiaccudnkanmu BO3 pekoMeHI0BaHO TaKKE OITyXO0-
1 paccMmaTpuBaTh Kak moaruit SMARCBI1 -nedutimrHOoro
MeIYJUISIPHOTO TTOYeYHO-KJIETOYHOro paka [5, 37].
Onnako notepst SMARCB1 MoxkeT HabmonaTbes U Ipu
JIPYTHIX THTIAX TTOYEYHO-KIICTOYHOTO paKa ¥ CBsI3aHa OOBIYHO
Jm60 ¢ nennddepeHIMPOBKOI, JINOO ¢ pabaIonIHO MOpP(HO-
JIOTHE 1, BEPOSITHO, TIPSIICTABIISIET COO0M BTOPUTIHOE COOBI-
tne [38]. KnaccudumpoBaTh Takuie OIMyXojay HeOOXOIMMO
B COOTBETCTBUY C MX TTEPBUYHBIM TUIIOM (HAIIpUMEp, CBET-
JIOKJICTOYHBIN MOYEYHO-KJIETOYHBIN paK ¢ pabIoMmIHON /He-
nmddepeHIpoBaHHO Mopdosorueit) [5, 37, 38].
IToyeuHo-KieTo4YnbIiA pak ¢ mepecrtpoiikoit ALK 6ot
BriepBble orvcaH B 2011 . B HoBoit kitaccudukauuu BO3
2022 1. OH BKIJIIOYEH B pa3ziesl MOJIEKYJIIPHBIX TUITOB TT0-
YEeUYHO-KJIETOUHBIX KapLUuHOM [5]. IloueuHO-KIIeTOUHbBIH
paK ¢ mepectpoiikoii ALK xapakTepu3yeTcsl CIMSHUEM
reHa ALK, pacnionoXeHHOTro Ha XpoMocoMe 2p23, ¢ pa3-
JIWYHBIMM TeHaMHU-TIapTHepaMu, TakuMu kak VCL,
HOOK1, STRN, TPM3, EML4, PLEKHA7, CLIPI, KIF5B
u KIAA1217]5, 39, 40]. [ToyeqHO-KJIETOYHBII paK C Tiepe-
cTpoitkoit ALK BcTpedaeTcsl y TallieHTOB IITMPOKOTO BO3-
PaCTHOTO MMaIa30Ha M Pa3IMIHOTO PACOBOTO IIPOMCXOXK-
IIeHNS. BOTBITMHCTBO CIy9aeB IMTOYeYHO-KIIETOYHOTO paKa
¢ epecTpoiikoil ALK SABISIIOTCS MHIOJIEHTHBIMH, HO Y HE-
OOJIBIIIOTO YKCIa OOJIPHBIX OBUIM 3apeTHCTPUPOBAHEI ar-
pecCUBHOE KJIMHMYECKOEe TeUeHUe U MeTacTashl [5].
IToyeyHO-KIETOUHBIN paK ¢ mepecTpoiikoit ALK sB-
JISIETCST COMUTAPHOM OITyXOJIbI0O M OOBIYHO MMEET pa3Ho-
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00pa3Hoe MOP(OIOTNYECKOE CTPOSHIE, BKITIOUAsI ITAITJIISIP-
HBIA, CONMUIHBIN, TyOYISIpHBIN, TpaOeKyJISIPHO-KUCTO3HBIH,
KPUOPO3HBIN XapaKTep pOcTa, MOXET OBITh B BUIE IHC-
KPETHBIX KJIETOK, B TOM YHCJIC TICPCTHEBUIHBIX, HATIOMM-
HaTb MYIIMHO3HBIN TYOYJISIPHBIN M BepETCHOKIICTOYHBIN
TOYEYHO-KIIETOYHBIN paK WJIM MeTaHE(PUIECKYIO aICHOMY
[5, 39]. B 31X omyxoJisix 0OBIYHO BBISIBJISTIOT MYILIMHO3HBIH
KOMITOHEHT (BHYTPHUKJICTOUHBIM VJIM WHTECPCTUIIVAID-
HBII1), YTO MOXKET BBI3BATh ITOAO3PEHNE Ha MYLIMHO3HBIN
TYOYJISIDHBIN U BEPETEHOKJIETOYHBIN ITOYEUHO-KIICTOUHBIIA
pak. CkpuHuHT Tiepectpoiiku ALK UT'X-metomom (Ha-
npuMep, C UCTIOJIb30BaHUEM MOHOKIOHAIbHBIX ALK -aH-
tiuten 5A4) mnm MoneKyaspHbeiMu Metomamu (FISH
WJIA CEKBEHUPOBAHME) CIIEAYeT IIPOBOAUTH ITPU BCEX TPYI-
HO TTOIIAIOIINXCS KJIACCU(UKAIINN OITyXOJISIX TIOUEK CMe-
IIAHHOTO, HEOOBITHOTO CTPOCHUS MJIN COINCPXKAIINX MY-
LIMHO3HBIN KOMITOHEHT [40, 41]. [ToueuHO-KIIETOUHBII paK
¢ mepecTpoiikoit ALK sBisieTcsI KIMHUYECKN BaKHBIM
IarHO30M M3-3a IOCTYITHOCTH TapreTHOM Teparmy MHTH-
outopamu ALK [42].

IToveuno-Kierounslii pak ¢ myramnueii rena ELOC (pa-
Hee TCEBI) BkmoueH B kinaccudukamuu BO3 2022 . B Ka-
TeTopuio «MOJIEKYISIpHBIC TUITHI TTOYETHO-KIECTOTHOTO
paka» [5]. J1as mMo4eyHO-KJIETOYHOro paka ¢ MyTaluein
ELOC xapaKTepHBI OBTOPSIIOIINECS «TOPSTINUE» MYTaLINN
rena ELOC (TCEBI) (8q21), xomupytoiero 310HruH C,
W 3TO SIBIISICTCS TJIAaBHBIM KPUTEPHEM IJIST TUATHOCTUKMU.
IMoyeuyHO-KJIETOUHBIN pak ¢ MyTtauueit ELOC oOGbIYHO
NMeeT HOOYISIPHOE CTPOCHHE: TOJCThIE (POPO3HO-MBI-
IIEYHBIC TSLKU Ha TTeprdeprn OITyX0JIH Pa3meIsIioT Y3JIbI U3
OITYXOJIEBBIX KJIETOK CO CBETJI0I OOMUJIbHOM LIUTOIIa3MOM,
GOPMUPYIOIINX COMIHBIC, AlIMHAPHEIE U (DOKATIBHEIE CO-
COYKOBEIE CTPYKTYPHI [5, 43]. OgHaKO HEKOTOphIE Criopa-
Iaeckue (OpMBI IOYEIHO-KIICTOTHOTO PaKa, 00yCIIOBICH-
HBbIE MyTalMSIMK B TeHaX curHaibHOTO IyTH TSC/mTOR,
Ha3bIBaeMbIC «ITOYCUHO-KIIETOUYHBINA paK ¢ (hruOpoMmuoma-
TO3HOM WJIM JIESHOMHAOMATO3HOM CTPOMOIT» , 1 aHAJIOTUYHEBIE
OITyXOJIM Y TTAIIMEHTOB C TYOEPO3HBIM CKIIEPO30M MOpPGhO-
JIOTMYECKH TIPAKTHIECKI Hepa3IMIMMBI OT TIOYSIHO-KITe-
TOYHOTO paka ¢ myrauueii ELOC. Crietmduaeckux Mmopgo-
JIOTUIECKMX TIPHU3HAKOB, TIO3BOJISIIOIINX HAIEKHO OTIIMYATh
MMOYEYHO-KJIETOUHBIN pak ¢ myramueir FLOC oT mpyrux
noaoOHBIX omyxoJieit, Takux Kak cIIKP u manumisipHas
CBETJIOKJIETOYHAS ITOYSIHO-KIIETOYHASI OITyXOJIb, HE CYIIIe-
cTByerT, a ero UT'X-nipoduib HecrienurieH, 3a UCKITIoUe-
HueM skcrnpeccun CK7, kotopass o6b1yHO muddys3Has,
HO B HEKOTOPBIX CITydasx TaKXKe MOXET OBITh HEOTHOPOI -
Hoit. B ciyyasix, korma mopgonorust u UT'X-uccnenoBanue
HE TO3BOJISIIOT YCTAHOBUTH OJHO3HAYHBIN AUArHO3, PEKO-
MEHIOBaHO ITPOBOIUTE MOJICKYIISIPHO-TEHETUIECKOE MCCITe-
nmoBanue reHoB VHL, ELOC, TSC1/2w MTOR |5, 43, 44].

SAK/TFOYEHME

Ha npumepe oOHOBIEHHOU MaTOMOPQOJIOTUIECKOM
KJ1acc(PUKAIUK OMyXOJIel MOUYeK MBI BUIVUM pPa3BUTHE
¥ BCE BO3PACTAIOIIYIO POJIb MOJIEKYISIPHO-TEHETUIECKUX
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WCCIEI0BAHUN B OHKOJIOTNH, HEO0OXOAMMOCTb UX IIpUME-
HEHMS B €XEIHEBHON ITaTOJIOT0AHATOMUYECKOM TUarHo-
CTAYECKOM IIpaKTHUKE. IToxa 3T MeTOmBI MCCAEOOBAHUS
MaJIOJOCTYIIHBI B OOJIBIIMHCTBE OHKOJIOTMYECKUX yupe-
KOCHUIA CTpaHbl, TIOBCEMCCTHO B MOJTHOM MEPE UCITIOJIB30-
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According to the literature pelvic peritoneum can be involved not only in true neoplastic processes, but also in a vari-
ety of tumor-like changes. The article presents the main non-tumor nosologies and tumors that should be included in
the differential diagnosis in the presence of peritoneal lesions.
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BBEJIEHUNE 1.1.1. Cnenuduyeckoe MPOAYKTUBHOE BOCIA-
ITapuetanbHasi U BUCLiEpaibHAsI OpIOIIMHA MOXET JICHUE.
HE TOJIBKO BOBJIEKATHCSI B MCTUHHBIC HEOILIACTMICCKIE 1.1.2. IpanyneMa MTHOPOTHOTO TeJIa.
IIPOLIECCHI, HO M TIOABEPTaThCS PA3HOOOPA3HBIM OITyXO0JIe- 1.1.3. Hekporuueckas rpaHyjaeMa.
MMOOOOHBIM U3MEHEHMSIM. B 3aBUCMMOCTH OT THITa TIOpa- 1.1.4. BropuaHbIit TpaHyJIeMaTO3HBIN TTEPUTO-
JKEeHMSI NI3MEHEHUST B OPIOIIITHE MOTYT HOCUTD TG PY3HBIN HUT.
WJIN 04aroBbIi XapakTep. COrIacHO TaHHBIM JINTEPATypPHI, 1.2. [uctrmonurapHbIe:
MIPUYMHBI OITYXO0JICTIOMOOHBIX ITOPaXKeHMI OPIOIITMHBI OT- 1.2.1. IlepuToHea bHBIN TUCTUOLUTAPHBIN y3e-
JIMYAIOTCS OOJTBIIION BapHaTUBHOCTEIO. Cpeny HIX MOXHO JIOK.
BBIICIUTL M3MEHEHUSI BOCITAJINTEIEHON 3TUOJIOTUH, Pe- 1.2.2. [lepuToHEaTbHBIN MEJIAHO3.
aKTUBHBIC W3MEHECHUS ME30TENINS U OPYTHe M3MEHEHMS 2. HeBocmanutenbHBIC TOPAKEHMST:
BTOPMYHOTO XapaKkTepa. 2.1. IleputoHeaNbHBIC MHKITIO3MOHHBIE KUCTHI.
Knaccupukanusa omnyxoJiemogoOHBIX MOpaxkeHUi 2.2. Y3enku Banwsrxapna.
OPIOIIUHBI: 2.3. Me3orenuaibHast TUTICPILIA3HS.
1. BocnnanurenbHbIe TOPpaXKEHUSI: 3. JIpyrue mopakeHUsI:
1.1. IpanynemaTo3HbIE: 3.1. CBg3aHHBIE ¢ TEpaTOMaMU:
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3.1.1. IIlmanbHbIE UMIUIAHTHI.
3.1.2. Ctpymo3.
3.2. BKTomMYecKasl IeIHNIya.
3.3. DKromnuyeckasi TKaHb HaAIIOYeYHUKA.
3.4. CrimeHo3.
3.5. Uanomarnaeckast KalbII(UKAIIS.

BOCITAJIMTEJIBHDBIE ITOPAYKEHM A

BPIOTIIMHDBI

Ipanynemaro3noe Bocnasienue. M3BecTHO, UTO pa3iny-
Hble UH(MEKIIUY MOTYT BBI3BIBATh TPAHYJIEMATO3HYIO (hop-
My MIEpUTOHUTA C (HOPMUPOBAHUEM Ha OPIOIITNHE Y3TOBBIX
obpazoBaHuii. Cpenyt HUX MOXHO BBIIETUTH TYOEpKyie3
OpIOIIVHBI, SBISIONTMIICS (POPMOI aOMOMUHAIBHOTO TY-
Oepkynesa. B ero pacrmosHaBaHMM UMEIOTCSI OOBEKTUBHBIE
TPYIHOCTU, CBSI3aHHBIE C OTCYTCTBUEM CHEIN(PUIECKIX
2Kaj00 ¥ HU3KOUW YYBCTBUTETHLHOCTHIO MUKPOOUOJIOTHYE-
ckoro TectupoBanus [1, 2]. [ucronornyeckas kapTuHa
XapaKTepU3NPYeTCs HATMYMEM TPaHyJIeMaTO3HOTO BOCTIa-
JIEHUSI ¢ HEKPO30M U TUTAHTCKUX MHOTOSIIEPHBIX KIETOK
IMuporosa—JlaHrxaHca ¢ TOAKOBOOOPA3HBIM siIpoM (puc. 1).

Kpowme Toro, rpubKoBbIe 1 Tapa3uTapHbIe MHOEKIINT
TakXe MOTYT WHAYIMPOBaTh (hOPMUPOBAHUE TPAHYJIEM
Ha OprommHe. Cpeay HUX — IMIMCTOCOMO3, aCKapuo3, dX1-
HOKOKKO3. [TocnenHuii sIBisieTcsl peIKuM OCIOXHEHNEM
Mapa3uTapHbBIX (TUAATUIHBIX) KACT TIEUEHU, BI3BAHHBIX
Echinococcus granulosus [3, 4].

[Mpu MUKPOCKOTTMYECKOM MCCIIENOBAHUM KUCTHI CO-
CTOSIT U3 TOHKOTO BHYTPEHHETO 3apPOABIIIIEBOTO CJIOSI U Ha-
PYXHOTO XUTUHOBOTO ciost (puc. 2). [IpucteHoYHO MOTYT
pacronaraTbcsi MpoTOCKONEKChl. CTEHKM 9XMHOKOKKOBBIX
KHUCT OKpPYXKeHbI (PMOPO3HON TKAHBIO C HATMYMEM B Heil
MOJMMOPGHOKIETOYHOTO BOCTIAJTUTETbHOTO WHMWIBT-
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Puc. 1. Mukpockonuueckas kapmuHa cheyuguueckoeo epanynemamosHoeo
socnanenus oproutuHsl. Boiserena mHo2os0epHas Kaemka ¢ mopgonozuei
[lupoeosa—.Jlanexanca. Okpauwusarue 2emamoKCusuHoOM u 303urom, < 100;
Ha epe3ke — <200

Fig. 1. Microscopic features of inflectional granulomatous peritonitis.
A multinucleated cell with Pirogov—Langhans morphology is identified.
Hematoxylin and eosin staining, x 100, in inset — x200
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Puc. 2. Ixunokokkosas kucma. Xumum, npedcmagieHHbulU CAOUCMbIMU
303uHOuUAbHBIMU Maccamu. OKpauusanue 2eMamoKCUUHOM U 303uHom, x 100

Fig. 2. Echinococcal cyst. Chitin, represented by layered eosinophilic masses.
Hematoxylin and eosin staining, x 100

Puc. 3. Hexpomuueckue epanysemoi 6 Opiowune. Okpawuganue 2emamo-
KCUAUHOM U 303unom, *x 100

Fig. 3. Peritoneal necrotic granulomas. Hematoxylin and eosin staining, * 100

pata, mpeACTaBIEHHOTO MakpodaraMmu, 303MHODMIAMH,
SMUTETUOUIHBIMU U TATAHTCKUMU MHOTOSIICPHBIMU KIIET-
kamu [3, 4].

HeobxomnMo oTMETHTD, YTO pa3BUTHE HECTICIT(bIYC-
CKOTO TPaHyJIEeMaTO3HOTO BOCTIAIEHNST HA OPIOIIIMHE MOXET
OBITH ACCOLMMPOBAHO C MOTANAHKEM B OPIOIIIHYIO TIOJIOCTh
KEPaTUHOBBIX MacC TIPU Pa3pbiBe ACPMOUAHON KUCTHI
WJTY TIOBPEKIEHMY KaTICyJTbl SHIOMETPUOWMIHON aileHOKap-
LIMTHOMBI SIMYHUKA C HAJTMIUEM B OITYXOJTU TUTOCKOKJIETOY-
HOW MeTaruia3uu, a TaKXKe aMHUOTUYECKOU XUIKOCTH,
CONepXKalle KepaThH, JIJAHYTO, MEKOHWA TTPU BBIIIOJTHEHUU
kecapesa ceueHus [5—8]. Cpeau Apyrux MpUIMH MOXKHO
BBLIEIUTh U UHOPOAHBINA MAaTepUall, TAKOW KaK KOHTPACT-
HOE BEIIECTBO MIPU TUCTEPOCATBITMHTOTPA(UY, TAITBK U JIP.

Penko rpaHysiemMaTo3HOe BOCHAJIIEHUE MOXET OBITh
00yCJIOBIEHO KOATy ISIIMOHHBIM HEKPO30M [9], HampumMep
rmocJje abyialiy 09aroB 9HAOMETpro3a (puc. 3).
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Kpowme Toro, HEeKpoTHYecK1e rpaHyJieMbl MOTYT BO3-
HUKaTh TIpu rpaHyiemarose Berenepa [9]. [Mocnennumii
XapaKTepu3yeTcs «reorpadnieckKuM» HEKpo30oM c 0azo-
(unbHBIM okpammBanueMm. [lepudokanbHo oTMeUaOTCS
MPU3HAKY HEKPOTU3UPYIOIIETO BACKYJIMTA B BUIE (hrubpu-
HOMTHOTO HEKpO3a MeIuu M HEUTPOPUIbHON MHOWIb-
Tpaluu.

Tuctnomurapusie nopaxenud. K HerpanynemMaTo3HbIM
BOCTIAJIUTEJIBHBIM TTOPAKEHUSIM OPIOIITMHBI OTHOCSITCSI TIe-
PUTOHEATBHBII TUCTUOLIMTAPHBIN Y3€JI0K, ITPEACTABISIOLLMNA
c0001i 04aroByo mponudepannio rTuCTUOIUTOB (puc. 4),
U [IEPUTOHEAJIBHBINA MEJIAHO3, XapaKTePU3YIOLIMICS OYa-
roBbIM Win 1uGhy3HBIM HAKOTUIEHUEM ITUTMEHTA B OpIo-
muHe (puc. 5) [10—12]. DTronorus nepuToHeaaTbHOTO
MeJIaHO3a B HACTOsIIIIee BpeMsi 10 KoH1Ia He nu3ydeHa. Cy-
IIECTBYET HECKOJIBKO TEOPUii, caMast pacTipoCTpaHEeHHast
MpenrnojaraeT, YTo MeJaHWH TOoTanaeT B OPIOIIHYIO
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Puc. 4. [lepumoneanvhwiii eucmuoyumaphwiii y3enokx. Ouazosas npoauge-
pauus eucmuoyumos Ha oprowune. OKpawueanue 2eMamoKCUAUHOM U 303U-
nom, x100

Fig. 4. Nodule of histiocytes in peritoneum. Focal proliferation of histiocytes
in the peritoneum. Hematoxylin and eosin staining, x 100

Puc. 5. I[lepumoneanshuiii meaano3. OKpawueanue 2eMamoKCUUHOM U 303U~
Hom, %200

Fig. 5. Peritoneal melanosis. Hematoxylin and eosin staining, x200
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TMOJIOCTh TIPU Pa3pbIBe AEPMOMIHON KUCTHI; OMHAKO 3Ta
BepcHUs He OOBSICHSIET pa3BUTHE TIEPUTOHEATTHHOTO MeJla-
HO3a Y OOJTbHBIX, HE UMEIOIINX TepaToM B aHamHese. Cpe-
TV APYTUX TEOPUI — U30BITOYHAST MUTPALIMS KJIETOK HEPB-
HOTO TpeOHsI, KOTOophie 3aTeM IudbhepeHIUPYIOTCS
B MEJTAHOIMTHI OptomHeI [11, 12].

HEBOCITAJIMTEJIbHBIE TTOPAKEHMA

IlepuToHEaTbHBIE UHKIIO3UOHHBIE KUCTBI OOBIYHO
BO3HUKAIOT Y XEHIIWH PETIPOAYKTUBHOTO BO3pacTa B Ma-
JIOM Ta3y, pexe — B OPIOIIHOW U IUIEBPAJTBHON MOJOCTHA
[13]. B GonbIIMHCTBE CiTy4aeB 3TO CIydaifHbIe WHTPAOTIe-
pallMOHHBIE HAXOAKM, TaK KaK Yallle BCEro NaHHasl HO30-
JIOTUSI XapaKTepU3yeTcsi OECCUMITOMHBIM TEUEHUEM.
KpymmHbie MHOTOKaMepHBIE 00pa30BaHMS MOTYT MaHH(De-
CTUPOBATh OOJISIMU B HUXKHUX OTAenax xuBorta [13]. CreH-
KU KUCTBI TTPECTaBICHBI (PMOPO3HOM TKAHBIO U BHICTJIAHBI
VILTOIIEHHBIM Me30TeJiieM (puc. 6).

OrnyxosenonqoOHbIe TOpaXxeH!sI Majioro Ta3a ¢ (op-
MHUPOBaHUEM Ha OPIOIIMHE Y3€JIKOB MOTYT OBITh CBSI3aHbI
C TUTIEpIUIa3Uel ME30TeNs, KOTOpasi MPeACTaBIsIET COO0M
nponudepanuio KIeToK 6e3 mTpu3HaKoB aTunuu (puc. 7).
B aToM ciydae kpaliHe BaXKHBIM SIBJISIETCSI TIPOBEIECHUE
nddepeHIIaTbHON TUarHOCTHKY ¢ T0OPOKAYECTBEHHBI-
MU ¥ 3]I0Ka9€CTBEHHBIMY HOBOOOPA30BAHUSIMU ME30TEIHSI.

K nobpoxkauyecTBeHHbBIM HOBOOOpPA30BaHUSIM ME30TE-
JISI OTHOCUTCST BhICOKOAM (b (hepeHIIMPOBaHHAS TTATTILISIP-
Has Me3oTenuanbHast omyxoib (well differentiated papillary
mesothelial tumor, WDPMT) (puc. 8). JlaHHas oItyxomib
OOBIYHO SBJISIETCS CIyYaiiHOW MHTPAONEPallMOHHOW Ha-
XOJaKol. MennaHa Bo3pacTa OMMCAHHBIX B JIUTEpAType
6osbHBIX cocTaBisieT 47 1eT. WDPMT mipeacraBieHa ma-
MWIISIPHBIMU, TYOYTOTTANMWIISIPHBIMU, aI€HOMATOUTHBI-
MU CTPYKTypaMU, BBICTJIAHHBIMU OZHOCJIONHBIM YTLIO-
IIEHHBIM KYOMUYECKUM 3ITUTENEM Oe3 MPU3HAKOB aTUITAN
¥ MUTOTHYECKOI akTuBHOCTH [14, 15]. Hepenko crpoma
COCOYKOB THaTMHU3MpPOBaHa. B nccnenoBanum M. Stevers

o
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Puc. 6. [lepumoneanvhas unkaozuonHas kucma. OKpauueanue eemamor -
cuaurom u 303unom, *200

Fig. 6. Peritoneal inclusion cyst. Hematoxylin and eosin staining, x200
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Puc. 7. Peakmuernas npoaugpepayus karemox mezomenus. Okpawusanue
2eMAMOKCUNUHOM U 303UuHOM, %200

Fig. 7. Reactive mesothelial hyperplasia. Hematoxylin and eosin staining, x200
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Puc. 8. Boicokodughghepenyuposannas nanuiasapras me30meauanvHas ony-
xo1b. OKpawuganue 2eMamoKcuAuHom u 303urom, * 200

Fig. 8. Well-differentiated papillary mesothelial tumor. Hematoxylin and
eosin staining, x200

U COaBT., onyonukoBaHHOM B 2019 1., ObUT TPOBE/IEH TEHE-
Tryeckuit aHaiu3 10 cydaeB BIIIEONMCAHHON OITyXO0JH,
KOTOPBII TTPOJEMOHCTPUPOBAT HATTMYME MUCCEHC-MYTa-
umii B reHax CDC42 v TRAF7[16].

K 310Ka4ecTBEHHBIM HOBOOOPA30BaHUSIM OPIOIINHBI,
C KOTOPBIMU JTOJKHA TIPOBOAUTECS AuddepeHrambpHast
JIMarHOCTHKA, OTHOCUTCS B TIEPBYIO OYEePEIb ME30TETNO-
Ma. BOJBIIMHCTBO OTyX0Jeil XapaKTepu3yIOTCs Tanui-
JISPHBIM, TyOYJISIDHBIM M COJIUAHBIM XapaKTepoOM POCTa,
K Oosiee pelKMM MUKPOCKOIMYECKUM BapuaHTaM pOCTa
OTHOCSITCSI CApKOMAaTOMIHBIN M AeIINIyariomo0HbIi [17].
HekoToppie Me30TeIMOMBI MOTYT UMETh BBICOKOAU(D-
(bepeHIIMPOBAHHBIY MATTWJUISIPHBINM KOMITIOHEHT (puc. 9),
KoTOophIi cxoxX ¢ WDPMT, ogHako Takre MUKPOCKOITH-
YyecKue MPU3HAKK, KaK CTPOMaJIbHASI MHBA3WsI, COTUIHBIN
XapakTep pocTa, CTpaTuduKanus saep B SMUTSIUN U UX
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Puc. 9. Mezomeauoma c evicokodughghepeHyuposanHsim NAnUANSPHLIM nam-
mepHom pocma. OKpawusanue 2emMamoxculsuHoM u 303unom, <200

Fig. 9. Mesothelioma with well differentiated papillary pattern. Hematoxylin
and eosin staining, *x200

YMEpeHHas aTUTsI, TOBBIILIEHHASI MUTOTUYECKAST aKTHUB-
HOCTb Y OTCYTCTBME UMMYHOTHUCTOXUMHWYECKOTO OKPAIITH -
BaHusi ¢ BAP1, cBUIeTeIbCTBYIOT B TIOJIB3Y ME30TEIMOMBI.

B nuddepeHmanbHbIi psig TaKKe MOXKHO BKITIOUUTH
TePBUYHBIE CEPO3HBIE OITyXOJIN OPIOLIMHBI, KOTOPHIE Xa-
paxKTepu3yIOTCsl MEPBUYHBIM MOPAXXKEHUEM OPIOIINHBI
W WHTAaKTHBIMU SIMYHUKaMU. [1py MUKPOCKOTMYECKOM
HCCIIeOBAHUM OTTYXOJIb HATIOMUHAET HEMHBA3UBHBIEC UM -
TJIAHTBI TOTPAHUYHON CEPO3HOI OTTyX0u SMIHUKOB [ 10].

OPYTUE ITTOPAYKEHNWA BPIOIITMHDBI

ITpu Hanu4yuu y OOIBHOI TEPATOMBI, B COCTaBE KOTO-
poli UMeeTcs TuaabHasl TKaHb, U CTPYMbl SIMYHUKA
BO3MOXHBI TMCCEMUHAIINS TIpoIlecca U BO3HUKHOBEHUE
B OpIOIIIMHE U CaJTbHUKE OYaroB OTCEBA: TJTMATbHBIX UM-
TJIAHTOB ¥ UMIUIAHTOB TKAHU IIUTOBUIHON XeJIe3bl COOT-
BETCTBEHHO. Hanmuuue mociieqHnX B HACTOSIIIEe BpeMsi
paceHMBaeTCS KaK MeTacTa3 M3 BEICOKOI( (e peHIINPO-
BaHHOW (OJTUKYISIPHOW KapIMHOMBI, pa3BUBIIEICS
B cTpyMe stmaHuKa (puc. 10) [18].

ITpu GepeMEHHOCTH BO3MOXHO CKOTUIEHUE ACLIUTYaITb-
HOI TKaHW Ha TIOBEPXHOCTU NIPUAATKOB, OPIOIIIMHE MaJIOTO
Taza (puc. 11). Pexe netmnayanbHast TKAHb MOXET pacriona-
raTbCsl Ha CEpo3HOI 00010YKe TOHKOM KUIIIKK, YepBeoOpas-
HOM OTPOCTKe, OpbIKeiike u Karcyine cenezeHku [19, 20].
OrnicaHsbI cTy4an BHETeCTAlMOHHOTO JIEIUIY03a BCIIEICTBUE
BO3/ICHCTBUSI 9K30T€HHOTO,/9HIOTEHHOTO TIPOTECTEPOHA.

DKTONMMYECKYIO TKaHb HAATIOUEYHUKA, MAKPOCKOTIH -
YECKU OTPEAEIIIEMYIO B BUIE OKPYIJIBIX, YETKO OTTPaHU-
YEHHBIX OT OKPYKaIOIIel TKaHU SIPKO-XKEIThIX 00pa3oBa-
HU, MOXKHO OOHapYyXUTh B 3a0PIOILLIMHHOM MPOCTPAHCTBE
U TI0 TYTH OITYyCKaHWS TOHA[ U3-32 UX TECHOTO PacCIioyo-
>KeHMsT Tpu aMopuroreHese [21—23]. PactipocTpaHeHHOCTh
9TOT0 COCTOSTHUSI JJOCTOBEPHO HEM3BECTHA, OTHAKO MMe-
I0TCSI JAHHBIE O YaCTOTE BCTPEYAEMOCTH CPENU TOITyJIsi-
LMK, KOTOpasi COCTaBIseT 6 %. DKTOmNuUsl HaAMOYeuHKA
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Puc. 10. Dxmonuueckas mxars wumosuoHoi Hcenesol 8 OONbULIOM CANbHUKE.
DoaauKy bl pasauuHoLl 8eAUMUHDBL, 3aNOAHEHHbIe K0AA0UOOM. OKpauusanue
2eMAMOKCUAUHOM U I03UHOM, X 50

Fig. 10. Ectopic thyroid tissue in omentum. Follicles of various sizes, filled
with colloid. Hematoxylin and eosin staining, 200

B

Puc. 11. Jleyudyanvnas mxarns, pacnonoxiceHHAs Ha NOBEPXHOCMU AUYHUKA.
OKpauueanue 2eMamoKCcuAUHoM U 203uHom, x50; na epezke — <200

Fig. 11. Decidua on ovarian surface. Hematoxylin and eosin staining, x50,
in inset — x200

Yallie BBISBIISIETCS CITyYaifHO BO BPEMST OTIEPaTUBHOTO BMe-
1IATEeJIbCTBA BBUIY OTCYTCTBUS KIIMHUYECKX CUMIITOMOB
y JeTeit, pexe — y B3pocibix. CuuTaercs, 4To pa3BUTHE
SKTOMUYECKOM TKAaHW HAANOYeYHUKA BO3MOXKHO M3-3a Ha-
JINYUS TIEPBUYHBIX MHOXECTBEHHBIX SMOPUOHAIILHBIX 3a-
YaTKOB, a TAKKE BCJIEACTBUE medeKTa MUTpAIlUY SMOPHO-
HaJIBHBIX KJIETOK. Yalile 3KTOMMYecKnii HaaIIOYeYHUK
COCTOUT TOJIBKO M3 KOPKOBOTO 105t (puc. 12), XOTst WHOT-
Jla MOXKHO BCTPETUTH U MO3TOBOE BEIIECTBO.

K mopaxeHusiM, ”HOTAA UMUTUPYIOIIUM OTTYXOJH,
MOXHO OTHECTH CIUIEHO3, KaK MPaBUjI0, BO3HUKAIOIINI
BCJIEICTBUE CTUIEHIKTOMUY WJIU TPABMATUUECKOTO Pa3phl-
Ba cejie3eHKU [24]. Dxronuyeckasi TKaHb CEIE3eHKU
OOBIYHO XapaKTepu3yeTcsl 6eCCUMNTOMHBIM TEUSHUEM,
OITHAKO MHOTJAa MOXET MPOSIBIISITHCST OOJIBIO B MAJIOM Ta3y,

Tom 6
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Puc. 12. Dxmonuueckuii HaonoueyHuk, cocmosuuii u3 3 30H KOPK08020
sewecmea. OKpauuganue 2eMamoKCUIUHOM U 303UHoM, %50

Fig. 12. Adrenal rest consisted of three cortical zones. Hematoxylin and eosin
staining, x50

Puc. 13. Hukancyauposannas mkans cene3eHKU, cCOCMOAWASL U3 KPACHOU
u 6enoii nyavhol, 8 canrbHuke. OKpaumusanue 2emamoKCuruHoOM U 303uHom, x20

Fig. 13. Encapsulated spleen tissue consisted of red and white pulp in omen-
tum. Hematoxylin and eosin staining, <20

KUIIIEYHO HETTPOXOAUMOCTBIO U Ap. [24]. Makpockonu-
YECKM 3TO EAMHUYHbBIE UJTM MHOXECTBEHHbBIE TEMHO-Kpac-
HbIe 00pa30BaHUST Pa3MEPOM OT HECKOJIBKUX MWJIJTUMeE-
TPOB 10 HECKOJbKUX CAHTUMETPOB. MUKPOCKOTTNYECKH
CITJIEHO3 TIPE/ICTABIISIET COOOM MHKATICYTMPOBAHHYIO TKAHD
CeJe3eHKM C COXPaHHOU TMCTOapXUTEKTOHMKOIM (puc. 13).

SAKJTFOYEHUE

IMpuynHbI 0MyX0JIeTIOAO00OHBIX TTOPAaKEHUI Maloro
Ta3a OTJIMYAIOTCS 3HAUMTETbHOU BApUATUBHOCTHIO, UTO
orpeeNisieT OOJIBbIIIOe KOJIUIECTBO OMYXOJEBBIX U HEO-
MTyXOJIEBBIX HO30JIOT Ui, KOTOPBIE JOJDKHBI OBITH BKITIO-
4yeHbl B 1M depeHIInanbHbIi PsI.
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CMEINAHHBIE HEMPOOHIOKPUHHDBIE-
HEHEMPODHJOKPUHHBIE HOBOOBPA3OBAHU
KEJTYIJOYHO-KUIIEYHOT'O TPAKTA
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CMelwaHHble Helipo3HA0KPUHHbIE-HEHENPOIHAOKPUHHbBIE HOBOOOPA30BaAHMSA KeENYAOUHO-KULWEYHOTO TPaKTa NpeacTaBns-
10T co60il pefKyto reTeporeHHyIo rpynny onyxoneii. Ha npoTsKeHUN MHOMUX IeT AMArHOCTUYeCK1e KpUTepuu, knaccutu-
Kauus U KNMHUYECKOE NOBEJEeHWe 3TUX ONyXoneil Obinu NpesMeToM NOCTOAHHBIX AUCKYCCHUIA, YTO NPUBENO K NyTaHULe
KaK Cpefy Natonoros, Tak U cpeay KnuHULMcToB. Llenb faHHoro 063opa — onucatb aNUAEMUONOTMYECKUE, KNTUHUYECKHE
¥ NaToNOrMYecKne XapaKTePUCTUKN U NPOrHO3 CMELaHHbIX HEPO3HA0KPUHHbIX-HEHENPOIHAOKPUHHBIX HOBOOOPa30Ba-
HUIA XKeNyLoYHO-KMILEYHOro TPaKTa, @ TakKe chOKYCMpOBaTbCA Ha NOCNEAHWUX ONYBANKOBAHHbBIX JAHHbIX, B TOM Yucne
reHeTUYecKuX, YToObl AaTb HEKOTOPbIE NPEACTaBAEHNUA O OMONOTUM U NaToreHe3e 3TOro pefKoro 3abonesaxus. B kavecT-
BE MMIOCTPALMN CMELAHHbIX HEPOIHAOKPUHHBIX-HEHEPOIHAOKPUHHBIX HOBOOOPA30BaHUI HKeENYAOYHO-KULEYHOTO
TpakTa B JaHHOI paboTe NPUBOAATCA HECKObKO COOCTBEHHbBIX KIMHUYECKUX HAaBNOAEHUA.

KnioueBble cnoBa: cmelwaHHble HEVIp03H,E|,0KpVIHHble-HEHeVIpO3HAOKpMHHbIe Hoaoo6pa303aH Uf, CMelaHHas afeHoHen-
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Mixed neuroendocrine-nonneuroendocrine neoplasms of the digestive tract are a rare heterogeneous group of tum-
ors. For many years, the diagnostic criteria, classification and clinical behavior of these tumors have been the subject
of constant discussion, which has led to confusion among both pathologists and clinicians. The purpose of this review
is to describe the epidemiological, clinical and pathological characteristics and prognosis of mixed neuroendo-
crine-nonneuroendocrine neoplasms of the gastrointestinal tract, as well as to focus on the latest published data,
including genetic data, in order to give some insight into the biology and pathogenesis of this rare disease. As an
illustration of the mixed neuroendocrine-nonneuroendocrine neoplasms, this paper presents several of its own clini-
cal cases.
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BBEIEHHWE

DruTeanaabHbIe HOBOOOPAa30BaHUS, JEMOHCTPUPYIO-
IIIME COCYIIIECTBOBAHME HEUPOIHITOKPUHHON U HEHENPO-
SHAOKPUHHON TMCTOJIOTUM, BKJIIOYAIOT LIMPOKUA CIIEKTP
00pa30BaHUIA, COCTOSIIIIUX M3 PA3IMIHON TOJIU 2 KOMIIO-
HEHTOB, KaXIblii U3 KOTOPLIX cocTaBisieT oT 1 10 99 %
Macchl onyxonu [1]. JIBa KOMIIOHEHTa 3TUX CMEILIaHHbIX
HOBOOOpAa30BaHUII MOTYT I€MOHCTPUPOBATh pa3iUyuHbIE
TMCTOJIOTMYECKUE XapaKTEPUCTUKU, U XOTS TaHHbIE PEIKO
BCTpeyarolmecs HoBOOOpPa3oBaHMSI XOPOIIO U3BECTHBI
C TOYKH 3peHUs MaTOJOTUH, 10 CUX MTOP BEAYTCS CIIOPHI 00
WX AMAaTHOCTHUKeE, KjJaccuduKaluu, naToreHese, mopeae-
HUM U JeyeHur. [ToMrMMOo naToa0ruyecKoit reTeporeHHo-
CTU, Ha MPOTSKEHWU MHOTHUX JIET CMEIIIaHHBIM HEMPOIH-
JIOKPUHHBIM-HEHEUPOIHAOKPUHHBIM HOBOOOPA30BaHWSIM
ObUT MMPUCBOEH PsIZ Pa3IUYHBIX OIPEAEIEHUI, YTO IPUBE-
JIO K MHOTOOOPa3uio U TPOTUBOPEYMBOCTHU OMYOJIMKOBaH-
HbIX TaHHBIX.

Ilenp gaHHOrO 0630pa — OoNKcaTh AMUAEMUOJOTUYE-
CcKMue, KIMHUYECKUE, TTaTOJOTNUYECKUE XapaKTePUCTUKHU
U TIPOTHO3 CMEILIAHHBIX HEUPOHIOKPUHHBIX-HEHEHPOIH-
JMIOKPUHHBIX HOBOOOPa30BaHUM KeJyTO0YHO-KUILIEYHOTO
tpakTa (2KKT), a Takke choKycHpoBaThCS Ha TTOCTIETHNIX
ONMyOJMKOBAHHBIX JaHHBIX, B TOM YUCJI€ T€HETUYECKHUX,
YTOOBI 1aTh HEKOTOPBIE MPEACTAaBICHUS O OMOJOTMHU U Ta-
TOTEHE3€ ATOr0 PeAKOro 3a00J€BaHUS.

HOMEHKJ/TATYPA

CMelIaHHBIE OITYXOJIM BIICPBBIE OBLIM ONMHUCAHBI
elle B Havaje npouuioro Beka kak Heormsasus KKT, co-
cTosmast U3 ageHOKAPLIMHOMEI M HEHPOIHIOKPUHHBIX
KomItoHeHTOB. [lepBast KitaccnUKaIMsI CMEIIaHHbIX OITy-
XO0JIeil KaK OTAebHOM IPyIilbl osiBUIACh B 1967 I, Korga
K. Lewin nmpemIoXuI pa3aeanuTh UX Ha 3 OCHOBHBIX O~
THTIA: KOMOMHUPOBAaHHBIC, KOJUTM3UOHHBIC ¥ aM(UKPUH-
Hble oryxonu [2]. OmHako JaHHas KilacCU(PUKAIUSI TaK
1 He ObLTa TIpUHSTA.

3a rmocegaue 20 JeT HOMEHKIIATypa CMEIIaHHBIX OITy-
XOJIell TIpeTepIieia MHOXECTBO OBICTPHIX 1 MOCJIECIOBA-
TeTbHBIX U3MEHEHUI, YTO IIPUBEJIO K ITyTaHUIIE KaK Cpean
ITaTOJIOTOB, TaK M Cpeay KIIMHUIMCTOB. [1epBast mormbITKa
CTaHIAPTU3UPOBATH TEPMUHOJIOTHIO U CHOPMYIUPOBATH
IIPOTHOCTUIECKYIO KIIaCCU(UKAITNIO CMEIIIaHHBIX HOBOO-
6paszoBanuii 6puta npeanpuHaTa B 2000 . [3]. B ToM xe
TOMY IUTSI OTIpee/IeHIsI HOBOOOpa30BaHMIA, COCTOSIIINX U3
HEHEUPOIHIOKPUHHOTO (3K30KPMHHOTO) M HEIPOIHIO-
KPMHHOTO KOMITOHEHTOB, BcemMupHOi#l opraHmsanueit
3npaBooxpaHeHus (BO3) ObLT BBeIeH HOBBIIT TePMHUH
«CMeIIIaHHAasT 3K30KPUHHO-3HIOKPUHHAS OIYXOJIb», KO-
TOPBII BKITIOYAJT BCe 3 TTIOATUTIA, TIpemtoxkeHHble K. Lewin.
HMHTEepecHO, YTO HEHEHPOIHIOKPUHHBIE KAapIIMHOMBI,
XapaKTepU3YIOIIMeCs JTUIIh He3HAYNTSIbHBIM KOJTMIECT-
BOM HEHMPOSHIOKPUHHBIX KJIETOK, OBUTA MCKIIIOYCHBI M3
9TOi Kateropnu. OCHOBHOM MPUYMHOM, JIeXKalleil B 0C-
HOBE TAHHOTO PEIIeHMSI, OBUIO IIPEAITOIOXEHNE, YTO Ha-
JIMYHE PACCEeSTHHBIX HEUPOSHIOKPUHHBIX KJICTOK IIPH aJIe-
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HOKapIMHOME MJIN TUIOCKOKJIETOYHOM paKe He SIBIISICTCS
MPOTHOCTUYECKN 3HAYMMBIM. UTOOBI yTBEpAUTDH TaHHYIO
KOHIICITIINIO, OB YCTAaHOBJICH IIPOM3BOJILHBIN MOPOT
B 30 % ot 00beMa 001LIeli OIMyX0JIeBOi MaCcChl AJIst KAXI0-
T0 M3 KOMIIOHEHTOB, KOTOPBIN, COTJIACHO OIIPEIeICHHUIO,
TO3BOJISITT OBl CYMTATh HOBOOOPA30BaHUE CMEIIAHHBIM.
DTO ITOPOTOBOE OrPaHUYCHUE IO CUX TIOP SIBJISICTCS AUar-
HOCTHYECKIM KPUTEpHUEM CMEITaHHBIX OITYyXOJICH, OMHAKO
IEHHOCTh JAHHOTO 3HAUCHUs He ObLIa ITOATBEpXKIeHA
B ITOCJICAYIOIINX CUCTEMATHUECKHNX MCCIICTOBAHMSIX.

Cnyctg 10 eT TepMUH «CMeIIaHHAas 9K30KPUHHO-
SHIOKPUHHAS OIYXOJIb» OB 3aMEeHEH Ha «CMeIlaHHast
aIeHOHEMPOIHIOKpHHHAS KapInHoMa» (mixed adeno-
neuroendocrine carcinoma, MANEC). JlaHHBII TepMUH,
BEpOSITHO, OBLT BBEICH C YIETOM TOTO, UYTO B OOJIBIITMHCTBE
CITydaeB CMeIIaHHBIE HOBOOOPA30BaHMS COCTOSIT M3 aeHO-
KapIMHOMBI M HeMpO3HIOKpMHHON KapumHOoMBl (HOK).
OpmHaKo To3MHee TOSIBUJINCH JaHHBIE O TOM, YTO KOMIIO-
HEHTBHI CMEIIAHHBIX OITyXOJIe He BCErma IpeiCTaBICHBI
ageHokapurHomoii 1 HOK, uto mobynmino ncciaegonare-
JIEW UCKATh HOBBI TEPMUH, OXBAaThIBAIOLINIA BECh AUAlIa-
30H BO3MOXHBIX BApUAHTOB.

3agava cocTosiia B TOM, YTOOBI CO31aTh OO Tep-
MMWH JUISI CMEIITaHHBIX HeMPOIHIOKPUMHHBIX HOBOOOPa30-
BaHU, JOCTATOYHO IMMPOKUIA, YTOOBI OXBATUTH BCE M3ME-
HEHMSI, KOTOPBIE OOCYKIAINCh paHee, M B TO XK€ BpeMsI
0000111aeMbIi 1181 110001 CMEIIaHHOM HePOIHIOKPUHHOMN
OITyXOJIM, BO3HMKAIOIIEN B JII0O0M oprane. Tak, B 2016 1.
S. La Rosa 1 coaBT. npeIioKMJIM HOBBII 0000IIAIONINIA
TEPMUH «CMeIIaHHAasI HeMpO3HIOKPpUHHAsI-HEHEHPOIHIO-
KpUHHAas Heotuta3msl» (mixed neuroendocrine-nonneuro-
endocrine neoplasm, MiNEN), koTopsIii Bolesr B Kjlac-
cudUKAILMIO OIMyXoJiell MUIIeBapuTeNbHOM cructeMbl BO3
2019t [4].

[TATOTI'EHE3 /TTATOTEHETUYECKUE

T'MITOTE3EBI

ITaTtorenes MiNEN mnpencrasisieT co0oii mmpeameTr
OTKPBITBIX IUCKYCCUI CpelM MaToJI0roaHaTOMOB U KJIv-
HUIIMCTOB. B HacTosIIIIee BpeMst IpeuIoKeHbI 3 OCHOBHBIC
TEOPUH: TIepBast TCOPUS MPEIIoaraeT, YTo HeHPOIHIO-
KPUHHBIE U HEHEMPOIHAOKPUHHBIE KOMITOHEHThHI BO3HU-
KaloT HE3aBUCUMO, CHHXPOHHO WJIM METaXpOHHO, U3 OT-
JIETBHBIX KJIETOK-TIPEAIIeCTBEHHUIL ¥ CIMBAIOTCS; BTOpas
MTOCTYJIMPYET, 9TO 00a KOMITOHEHTA IIPOMCXOMISIT OT 00IIIe-
O TJTIOPUMIOTEHTHOTO MPEAIIECTBEHHUKA CTBOJIOBBIX KJle-
TOK, KOTOPBI ITprodpeTraeT ondeHoTunmueckyio nudde-
PEHIIMPOBKY BO BpeMs KaHIIEpOTeHe3a; TPEThsSI TEOPHUS
TaKXe OCHOBBIBAETCSI HA 00111eM MOHOKJIOHAJIBHOM TPO-
HMCXOXICHUHN 2 KOMIIOHEHTOB, HO TIPEATIOJaraeT, 4To Heii-
pPO3HIOKpUHHAA T GepeHIINPOBKA Pa3BUBACTCS U3 M3-
HavyaJIbHO HEHEHPOSHIOKPUHHOTO KIIETOYHOTO (PEHOTHUIIA
ITOCPEACTBOM ITPOTPECCUBHOTO HAKOTUICHUSI MOJIEKYJISIP-
HBIX/TeHETUYECKUX abeppalinii, a He HA00OPOT.

B HemaBHEM crcTeMaTHYIeCKOM 0030pe OBLIN ITpOaHa-
mm3upoBanbl 20 ucciemoBanuii (n = 381), B KOTOPBIX
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COO00IIATIOCh O TEHETUUECKIX,/ MOJICKYJIIPHBIX NU3BMEHEHUSIX,
nexamux B ocHoBe passutust MiNEN [5]. B 49,1 % cay-
yaeB MiNEN Jstokanm3oBaach B TOJICTOM,/TIPSIMOi KUIITKE.
Hawubosee yactoie nameHenusi B MiNEN Bkitouanu xo-
POIIIO0 OXapaKTepMU30BaHHEIC ITpaliBEpHBIC TCHETUICCKIE
abeppaliy B KpUTHIECKMX OHKOT€HAX M /VIIN X OeJIKO-
BBIX ITPOIYKTAX, BKITIOYAS OIYXOJIeBhIi 0e1oK pS3 (TP53),
RBI (retinoblastoma tumour corepressor 1), APC (adenoma-
tous polyposis coli), PTEN (phosphatase and tensin
homolog), KRAS (Kirsten rat sarcoma viral oncogene
homolog), MYC (v-myc avian myelocytomatosis viral
oncogene homolog), PI3KCA (phosphatidylinositol-
4,5-bisphosphate 3-kinase catalytic subunit alpha) 1 BRAF
(v-raf murine sarcoma viral oncogene homolog B) [6—10].
MukpocarenautHas HectadbmibHOCTh (MSI) 1 akTMBa-
ust penenropa 4 mpocrarmanguaa E2 (PTGER4) takke
OBUIM IIPEIIOXKEHBI B KA4eCTBE IPEAToIaraeMbIX (pakTo-
pos paszsutuss MiNEN [11].

JlelicTBUTENILHO, OBLIIO MOKA3aHO, YTO 002 KOMITOHEH-
Ta IeMOHCTPUPYIOT moTepio rerepo3urorHoctr (LOH)
B HECKOJIBKHX JIOKYCAX ¥ MyTaIliM B KITIOUEBBIX OHKOTEHAX
C BBICOKOU Y4aCTOTOW aJuIeNiEN, YTO MOATBEPXKIAET TUIIO-
Te3y MX 00IIEeT0 KIIOHAIBHOTO TIPOMCXOKICHUS 10 Kpaii-
Heil Mepe Ha 0ojiee paHHUX CTagusIX KaHLieporeHesa [7,
12—14]. Tlo cpaBHEHMIO ¢ HEHEHPOIHAOKPUHHBIM KOM-
ITOHEHTOM HEWPOSHIOKPUHHBIM KOMIIOHEHT OOBIYHO He-
ceT OoJiblliee KOJIMYECTBO abeppauuii U 60Jee BbICOKUI
nucbalaHC ajuielieid, YTO CBUIETEIbCTBYET O OoJiee arpec-
CHBHOI OMojI0TUM Oo1myxor. HekoTopsle aBTOPHI ITpearo-
JIaraloT, YTO HeHEHPOIHIOKPUHHBIN KOMITOHEHT MOXKET
JIaTh HAYaJI0 HEMPO3HIOKPHMHHOMY ITOCPEICTBOM MpOIIeC-
ca TpaHcaudOepeHINPOBKY U IIPUOOPETECHMS O0JIee ar-
peccHBHOTO (peHOTHUIA; KaK ITOTCHIINATbHBIE MEANATOPEI
JTAHHOTO TIpoliecca ObLTH TpeIIokeHb! c-Myc u SMARC4A
[6, 12, 15]. OnHako B HEKOTOPHIX CIIydasix 3TU 2 KOMIIO-
HEHTa JIeMOHCTPUPOBAIN TOBOJBHO pa3HBIC IMATTCPHBI
TeHETUIECKMX M XPOMOCOMHEBIX MI3MEHEHMUI, YTO TTOBbI-
[IaeT BEPOSITHOCTh X MOJUKIOHAIBHOTO TIPOUCXOKICHMST
[6, 11, 14].

Takke MHTEpeCHO, 4TO B McciemoBanuu S. La Rosa
W COABT. CMEIIAaHHBIX HOBOOOPA30BaHUI, COCTOSIINX
W3 aIcHOM 1 BhICOKOMM(bepeHIIMPOBAHHBIX HEMPOIHIO-
KpuHHBIX omyxoieil (HDO), H1 B 0MHOM 13 KOMITOHEHTOB
He ObLTO BBISIBJIEHO HU MyTaii KRAS, BRAF wim PI3KCA,
HU MSI, 9TO ITO3BOJISIET TIPEMIIOIOXUTD, 9YTO B 3TUX HOBO-
00pa30BaHMAX 3aAeHCTBOBAHBI IPYTHe MOJICKYISIpHEIS
MexXaHn3MBbI [16].

OUATHOCTHKA

B nacrosimmee Bpemss MIiNEN paccmarpuBaertcs
KaK KOHIICTITYaJIbHBIN ITOAX0, a He KaK KOHKPETHBIN TH-
arHo3. Cpeau pa3IMIHBIX BO3MOXHBIX KOMOMHAIIIA HEi-
POSHIOKPUHHBIX U HEHEHPOSHIOKPUHHBIX SITUTEINATb-
HbIx ontyxosei KoHuenusi MiNEN Bxi1touaeT TOJIBKO Te
HOBOOOpAa30BaHUS, IIPU KOTOPBIX 2 MOPGhOJOTMIEeCKU
y3HaBaeMBIX KOMITOHEHTA, a UMEHHO HEHPOIHIOKPUHHBIN
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W HEHEMPOAHIOKPUHHEBIN, COCYIIECTBYIOT B OOHOU 1 TOM
K€ OITyXOJICBOI Macce.

CortacHo mocnegHei kinaccudukanum BO3 2019 1,
st MiNEN nuiieBapuTeIbHOro TpakTa KaXKIblii KOMIIO-
HEHT HOBOOOPa30BaHUSI TOJKEH OBbITh 3JI0KAYECTBEHHbBIM
IPYTUMH CJIOBaMHU, CMEIIaHHbIE HOBOOOPa30BaHUS, CO-
crosye, HampuMmep, 13 HOO u aneHOMBI, He MOTYT OBITH
knaccudumupoBadbl Kak MiNEN. IIpu atoMm, Kak yxe
OBLIO YIIOMSIHYTO paHee, KaXXIblii 13 KOMITIOHEHTOB I0JI-
JKeH cocTaBsITh He MeHee 30 % oT o0beMa BCero HOBOO-
o6paszoBaHudg [4].

CremyeT OTMETUTD, YTO MAaHHBINA KOJIMYECTBEHHBIN
TOPOT MOKET IPUBOIUTD K MOTCHIIMAIBHON HEIOOIICHKE
yactoTel MiNEN 1ipu ncciaegoBaHuu OMONCUITHOTO Ma-
TepHraia OIyXOJIH, YTO OOYCIOBICHO CKYITHOCTBIO MAaTEPH-
aja, HEOTHOPOMHBIM pacIIpeleicHueM KOMIIOHCHTOB
B OITyXO0JIEBOIT Macce, a UMEHHO TeHICHIIEH K OoJree TIy-
OOKOMY PacIooKEeHUI0 HEMPOIHIOKPMHHOIO KOMIIOHEH-
Ta B TOJIIIIE OpraHa, a TakKe BO3MOXHBIM IIpeo0IafaHueM
TOJBKO 1 13 2 KoMmoHeHTOB. CorylacHO JaHHBIM JINTEpa-
TYpHI, TIPA TIEPBUYHOM OMOIICMI HOBOOOPAa30BaHUS TOJIb-
Ko B 1/3 ciry4aeB ymaeTcst ycTAHOBUTh CMEIIIaHHBII XapaKTep
omryxoju. [Ipy 3TOM CyIIeCTBYIOT UCCIEIOBAaHMSI, B KOTO-
PBIX TIPEIOCTABIIAIOTCS JOKA3aTeIbCTBA B ITOJIb3Y CHIKE-
Hus1 AuarHoctudeckoro mopora 10 10 %. Tem He MeHee
Ha CeTONHSIIIHUM AeHb OH OCTaeTCSI HEM3MEHHBIM U CO-
crasisieT 30 % [17].

K coxaneHnutio, B HacTosIee BpeMsI He CYIIECTBYET
eIUHON O0LIenpUHATON cucTeMbl 11t oueHkn MiNEN.
C OMOJIOTHYECKON 1 KIIMHUYECKOM TOYKU 3peHUS TTOBe-
IIEHNE OIYXOJIM HeOOXOIMMO OLICHUBATh KaK CYMMY Heli-
POHIOKPUHHBIX M HEHEMPO3IHIOKPUHHBIX KOMITIOHEHTOB,
TIOCKOJIBKY KaXIIbIi M3 HUX MOXKET ITPOTPeCcCUpOBaTh 1 Ja-
BaTh OTHAJICHHBIC METACcTa3bl HE3aBUCUMO APYT OT ApyTa.
YT0 ke KacaeTcs MPOrHo3a TaKMX CJIydaeB, TO OH CKopee
oIpenessaeTCs Hanboiee arpecCUBHOI COCTaBIISTIONICH,
TI03TOMY KaxXXIbIii KOMITOHEHT JIOJDKEH OBITh OXapaKTepH-
30BaH, KOJIMIECTBEHHO OIpeeIcH U OIICHEH 110 OTACb-
HocTH [5].

O1eHKa HEHPOIHIOKPUHHOTO KOMIIOHEHTA TTPH OKpa-
CKe TeMaTOKCIJIMHOM 1 503MHOM B MEPBYIO O4YepeIb M0~
Ipa3yMeBaeT oIpeaesieHne cTeneHn nudbepeHINPOBKHA
[18]. Paznmume Mexnmy BeicoOKomnd G epeHIUPpOBaHHBIM
(H30) u am3komuddepenunpoBanHsiM (HOK) xom-
ITOHEHTOM MMeeT ITIepBOCTEIICHHOE 3HAYCHUE TSI OTIpe-
IeJIeHWs TAaKTUKU JIeYeHHs IallMeHTOB M IIPOTHO3a.
B GonbmnHcTBe ciiydaeB MiNEN nuineBapuTeabHOMN
CHCTeMBI HEMPOSHIOKPUHHBIN KOMITOHEHT MPEICTaBICH
KPyIHO- Uin MeJIKokieToaHoit HOK, uto, cooTBeTcT-
BEHHO, YKa3bIBaeT HAa HEOJAarOMPUSITHBIM IIPOTHO3 3a-
6oneBanud [19].

Takum o6pazom, HoBoe BBeaeHHOe rmoHsaTre MiNEN,
10 CYTH, TIO3BOJISET IMIPOBOAUTD ITPOTHOCTUIECKYIO KJIac-
cr(UKALNIO CMEIIaHHBIX HOBOOOPa30BaHMA, IIPU 3TOM
TOYHASI UACHTU(UKALIVS KOMITOHEHTOB 1aeT BO3MOXHOCTD
OLICHUTh arpeCCHUBHOCTBH OITYXOJM, METacTaTUIEeCKMIA
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MOTEHI XA KaXI0TO0 KOMITOHEHTAa M, COOTBETCTBEHHO,
CcTpaTU(PUIIMPOBATH PYCK JUTS TALIMEHTA.

HeneitposngokpunnHas yactb MiNEN, kak npaBuJo,
MIpencTaBIeHa 3JI0Ka9eCTBEHHBIMY SITNTETUAIBHBIMU OITY-
XOJIIMU, KOTOPBIE TaKXKe TOJDKHBI OBITh TIIATEIPHO OXa-
pakrepu3oBaHbl 1 oneHeHHI [20]. Konuenuug MiNEN
MIpEeATIoJIaraeT, 9YTo 00a KOMITIOHEHTA KJIOHAJILHO CBSI3aHEI,
ITO3TOMY IIPY THUCTOJIOTMICCKOM MCCIIeIOBAaHUU HAOJTI0-
JTAETCSl CMELUEHUE HEMPOIHAOKPUHHON U HEHEUPOIH-
TOKPUHHOM MOpP(OI0rum, 1Mo KpaitHeil Mepe oJaroBo.
I[TockoabKy BCTpedaloTCs CIydau COCYIIeCTBOBAHUS
2 He3aBUCUMBIX HOBOOOPA30BaHUIA B OTHOM M TOM K€ Me-
cTe (KOJTM3NOHHBIE OITyXOJIM ), KOTOpPBIE MOTYT MOpP(doJI0-
ruyecku umutupoBath MiNEN, cTouT nipr3HaTh, 4TO TO/Ib-
KO MOJICKYJISIDHBIN aHAJIM3 MOXET B IEHCTBUTEIFHOCTU
YCTaHOBUTD, IIPOUCXOMISIT JIU 00a KOMIIOHEHTA M3 OOIIeH
KJICTKU-TIPEIIIeCTBEHHUIIEI.

MMMYyHOTMCTOXMMHUYECKOE UCCIICIOBAHUE SIBJISICTCS
00s13aTeIbHBIM JIJTSI OATBEPXKAEHWSI HEUPOIHIAOKPUHHOMN
MIPUPOIBI OITYXOJIM, HO TAKKE PEKOMEHIYETCS 1 TSI TOU-
HOTO OMpPeeIeHUS HECHEHPOIHIOKPUHHOIO KOMIIOHEHTA.
XoTs B HacTOsIIIIee BpeMs OITCAaHO HECKOJIbKO MapKepoB,
B TOM 4mcjie HelipoHcIennduueckas sHoa3a (NSE),
CD57, 6enkoBerit poayKt reHa 9.5 (PGP 9.5), uncynu-
HOMa, accounupoBaHHBIN mpoterH 1 (INSM1) u penern-
Top comaroctatuHa 2A (SSTR2A), Hamboee MIMPOKO
HCITOJIb3YeMBIMU U HAIeKHBIMU HEUPOIHIOKPUHHBIMU
MapKepaMu SIBJISTIOTCSI XpOMOTpaHUH A, CMHANTOMU3NH
n CD56 [21]. I1pu 3TOM BaxKHO ITOMHUTB, YTO ITOJIOXM-
TeTbHOE OKpaITMBaHVE HAa HEMPOSHIOKPHMHHBIE MAPKEPHI,
JIaxke Ha caMble CIeIM(UIHBIC ¥ YYBCTBUTEIbHBIC (Ha-
IIpUMep, XPOMOTPAHUH A ¥ CHHANITO(W3WH), HE TI03BOJISI-
€T YCTAHOBUTDH IUAarHO3 HEHPOIHIOKPUHHON HEOIlIa3nun
(u, cnemoBarenpHo, MiNEN) mpu ycIOBUM OTCYTCTBUS
HEWPOIHIOKPUHHON MOPMOIOTHUH TIPU CTAaHZAPTHOM
TUCTOJIOTUIECKOM MCCIeHOBAaHNHI. DTO 3aMeYaHNe OTHO-
CHUTCSI, HATIpUMeEP, K CIyJasiM afleHOKapIIMHOM KUIIICYHM -
Ka, KOTOpBIE MOTYT OBITh TU(GY3HO MOIOKUTEIbHBIMU
Ha cMHANTO(GU3MH W, B MEHBIIIEH CTEIIEH!, Ha XpOMOTpa-
HUH A, HO He KBanuduuupytorcad Kak MiNEN u3-3a or-
CYTCTBHUS HEHPOIHIOKPHMHHOM apXUTEKTYpPhI OITYXOJIH.
IToaTOoMy 11 MCKITIOUEHMST TUIIEPAUATHOCTUKM HACTOS -
TEJIbHO PeKOMEHAyeTCs 30eraTh MpUMEHEHUST HEMPOIH-
JTOKPUHHBIX MAapKEPOB B OTHOIIICHUH OITyXOJIel, KOTOPHIE
HE UMEIOT HeMPOIHIOKPUHHOU MOP(OIOTHH.

Hexkotopsie cirydan ¢ nud@y3HBIM OKpalliBaHUEM
Ha HEHPOIHIOKPUHHBIE MapKePhl MOTYT SBISATHCS TaK
Ha3bIBaeMbIMU aM(PUKPUHHBIMU OITyXOJISIMU. AMMPUKPUH-
HBIe HOBOOOPa30BaHMSI IIPEICTARICHBI OMHIM THUIIOM KJIETOK,
B KOTOPBIX Kax1masi KJIeTKa OMHOBPEMEHHO IEMOHCTPUPY-
€T KaK HeHPOIHIOKPUHHYIO, TaK M HEHEIPOIHIOKPUHHYIO
mnddepeHInpoBKyY. Y X0TI aM(PUKpUHHBIE OITyXOJIN YXKe
JTABHO M3BECTHBI, B HACTOSIIEE BpeMsI HET €IMHOTO MHE-
Hug oTHocuTenbHO nx ¢BsI3u ¢ MiNEN. HenasHee uccne-
nmoBaHMe, mpoBeaeHHOoe D. Huang n coaBrT., IpemocTaBuiIo
JTOKa3aTeJIbCTBA TOTO, YTO aM(PUKPUHHBIE OITyXOJIH KeJTy/I-
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Ka ¥ KUIIIeYHNKA TIPEICTaBISIIOT COO0M pa3HbIe HOBOOOpa-
30BaHUS C PA3IMYHBIMHM KIMHHKO-IIATOJIOTHIECKUMU
¥ TTAaHPAKOBBIMH TPAHCKPUIITOMHBIMH XapaKTePUCTUKAMU
[22]. OgHako, MOCKOILKY MTPUPOJA HEMPOIHITOKPUHHBIX
HOBOOOpPAa30BaHUI B UCCAEAOBAHUM HE YTOUHSLIACH, Tpe-
OyeTcsI manpHElIIIee M3ydeHNe TaHHOTO Borpoca. B mccie-
IOBAaHUM, CPAaBHUBAIOIIEM T€HETUUYECKHE M3MEHEHMS
MeXny aMOUKPpUHHBIMU onyXxoJsaMu keayaka 1 MiNEN,
L. Sun 1 coaBT. ycTaHOBWIIN, YTO XapaKTePUCTUKU YHCIIa
KoMt aM(UKPUHOBBIX OITyXOJICH XeTymKa OTINJIaINCh
ot xapakrepuctuk MiNEN, uto moaTBepxXmaeT, 4To aM-
¢UKpUHHBIE HOBOOOPA30BaHUS SIBJIISTIOTCSI OTAEIBHBIM
ot MiNEN BapuanToMm oryxosneit [23].

HexoTopkie nccaemoBaHms TOKA3BIBAIOT, YTO B JICYCH-
HBIX OITYXOJISIX, 0COOCHHO MOCJIe XMMUOTEPAITny, KOJTYe-
CTBO HEMPOSHIOKPUHHBIX KJIETOK MOXET YBEITMINBATHCS
[24—26]. TouHble MeEXaHU3MBI JTAHHOTO (DEHOMEHA 0 CUX
mop He ycTaHOBJIeHBI. ITloaTomy, Kak yrBepxmaeT BO3,
nuarHo3 MiNEN Henb3sl cTaBUTh B Cllydasix, Koraa mpo-
BOIMJIOCH HEOATBIOBAHTHOE JICUCHHUE.

JpyriM HeMaJIOBaXXHBIM 3aMEUaHUEeM KacaeMO M-
myHorucroxuMmmdeckoit (UI'X) nuarHoctnkn MiNEN
SIBJISIETCST HEOOXOMMMOCTb HAJIMIMs 1O KpaifHeil Mepe
2 TIOJIOXKUTETbHBIX peaKIInii. XOTSI Ha 3TOT CYeT HEeT OKOH-
YaTeTbHOTO PeIIeHYs, IIPY HEOMHO3HAYHO MOP(OIOTH -
YeCKOI KapTUHE HACTOSITEIbHO peKOMEHIYETCS TTIONTBEp-
IUThb HEMPOSIHIOKPUHHYIO MPUPOAY MO KpallHEe! Mepe
2 MapKepaMu, IIPEeAITOYTATEIIFHO XPOMOTPAaHUHOM A 1 CH-
HanrodusmHoM [27].

Taxkske HEOOXOIMMO OTIPENEISATh CTeIIeH! T depeH-
mupoBku (G1, G2 unu G3) HeHPpO3IHIOKPHMHHOTO KOMITO-
HEHTa B COOTBETCTBUU C MHACKCOM Tposmdeparuu mo Ki-
67 [19]. B HBK, KoTOpHBIE 1O OIpENeIEHNI0 CYUTAIOTCS
HU3KoauddepeHITMPOBaHHBIMHI, MHIEKC MPOInudepaTnB-
HO#1 aKTUBHOCTH HaMHOTO BhIIe, 4eM B HOO. Bricoko-
mnddeperummupoBanHsie HOO 00BYHO OpraHU30BaHBI
B BUJI€ THE3MHBIX, COJTUIHBIX WU TPAOSKYISIPHBIX CTPYK-
1yp. Bo Becex ciyyasix MiNEN nnnekc Ki-67 momkeH ObITh
3a(DMKCHPOBaH B IIaTOJIOTOAHATOMMYECKOM 3aKJTIOUCHNH,
ITOCKOJIBKY €CTh TOKA3aTeJIbCTBAa TOTO, YTO OH HAIIPSIMYIO
CBSI3aH C IIPOTHO30M BBIKMBAE€MOCTHU IAIlUeHTOB [28].
B HemaBHeM uccnenoBanum 43 cayyaeB MiNEN cpenHee
3HadyeHne mHuekca Ki-67 HelposSHIOKPUHHBIX KOMIIO-
HeHTOB coctaBuiio 60 % [29].

Tot ¢axT, yto MiNEN cunTaeTcsi MOHOKJIOHAJIbHBIM
HOBOOOpa30BaHWEM, 3HAUMTEBHO YIIPOIIIAET CTaaNPOBa-
HUe 3a0o0eBaHMs. JIBa KOMIIOHEHTA OITyXOJIM HE HYXHO
CTaIMpOBaTh OTICIBHO, KaK B CITyJae KOJUIM3MOHHBIX OITy-
xojieii. MexnayHaponHasa cucteMa TNM mpumeHsieTcs
B COOTBETCTBUU C KIIMHNYECKUMU PEKOMEHIALNSIMU IPY-
IUX KapIIMHOM TOTO ke opraHa. 1o kpaiiHeil Mmepe TToKa
HeT JaHHBIX JINTEPATYPhI, B KOTOPBIX PACCMATPUBAINCH OBI
alibTepHAaTUBHBIE BapuaHThI cTagupoBaHus MiNEN.

B TO Bpemst Kak OTCYTCTBHE M pacIpPOCTPAaHEHHOCTh
METacTa30B B PETMOHAPHBIX IMM(PaTUISCKUX Y3JIaX OIle-
HMBAeTCs B COOTBETCTBUU cO BceMu 4yacTsaMu MiNEN,
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COCTaB METACTa30B IIPEICTABIISIET COO0M MHTEPECHYIO IIPO-
0J1eMy BBUIY MHOXKECTBA Pa3TNIHBIX CIICHAPHWEB TCUCHMS
3a0oJieBaHus1. XapakTep MetactazupoBaHusi mpu MiNEN
ObLT M3ydeH B uccnenoBanny 80 mauueHToB [17]. [TpumepHO
y 70 % nauyeHTOB MeTacTa31upOBaJl TOJIBKO 1 KOMITIOHEHT;
OOBIYHO 3TO OBLI 00JIee arpeccuBHBIN KoMITOHEeHT — HOK.
Y 20 % mnauueHTOB MeTacTa3MpoBaiu 00a KOMIIOHEHTA,
HO HY OIMH U3 HUX He ObUT 0OHApy:KEeH BMECTE, B OTHOM
U TOM ke TuMbatuyeckoM yaie. Y Toapko y 10 % nanu-
€HTOB MMEJIMCh METacTa3bl B IMM@aTUISCKIEe Y3IIbI, CO-
Iepxalre 00a KOMIIOHEHTa B OMHOM U TOM Xe y3JIe.

MiINEN ITMIITEBOIA

HenaBHo ony0IMKOBaHHBIN CUCTEMAaTUYECKUI 0030p
W MHOTOIIEHTPOBOE WHCCIeIOBaHWE, IPOBEACHHOE
M. Frizziero u coaBrt., noka3anu, yro MiNEN nuieBona
cocTtaBisTioT ot 5,9 mo 15,9 % Bcex MiNEN mumeBapu-
tenbHOro TpakTta [5, 30]. OTMeuaeTcsT TipeobIagaHue
MiNEN nuieBoaa y My>X4rH TTOXUJIOTO BO3pacTa, C JIo-
Kajum3ainueit B quctaiabHoil TpeTu [9, 31]. XoTsa oIryxoib
B OobIIMHCTBE cirydaeB npenactaBieHa HOK u minocko-
KJIETOYHBIM PaKOM, BCTPEUAIOTCS PEIKHE CIIydad alaeHO-
KapIIMHOMBI, 0COOeHHO Ha (poHe muieBoma bapperra
[31-33].

HMmMerommecs MONIEKYJISIpHBIC JTaHHBIE TAKIKE ITPEIIT0-
JIaraloT MOHOKJIOHAJTbHOE TIPOMCXOXICHNE 2 HEOIJIaCTH -
YeCKMX KOMITOHEHTOB M3 OOIIICi1 CTBOJIOBOI KJIIETKU-TIPE/I-
IIECTBEHHUIIBI, KOTOPBIE AeMOHCTpUPYIOT TP53-MyTammu,
nenenuu RBI wim LOH mn amnnundukauun PIK3CA,
PTEN, KRAS, SOX2, DVL3, TP63. OqHako cMellIaHHbIE
orryxoiu, cocrosire n3 HOO 1 aneHoKapIImHOMEI B CITH-
3UCTOM 000J104Ke TTpu nulleBone bapperra, mo-suaumo-
MY, TIPEACTABIISIIOT COOOM KOJTM3MOHHBIE HOBOOOpa30Ba-
Hus, a He uctuHHble MiNEN, mockojbKy, coriacHo
WMEIOIIMMCSI TaHHBIM, X MOHOKJTOHAJIBHOE TIPOMCXOXKIE-
HHe He TTOATBepKaanoch [34].

IIpornos npu MiNEN nuineBona HeOJIaronpusiTHLINA,
00111as BBDKMBAaeMOCTh cocTaBisieT okoio 20 mec [35].

KIIMHUYECKUI CITYYAH 1

Hayuenm 1., 72 nem. [lpu nposedenuu 330¢phazoea-
cmpodyoderockonuu (DIJIC) duaerocmuposan unpuivmpa-
MUBHDbLI POCM 8 HUMICHET MPemu HO8000pA308aHUsL NULEE0-
da ¢ nepexo0om Ha 8ePXHIOI0 MPemb JHceayOKa, KaHOUOO3HbLI
330¢haeum, anmpanvhwiii cacmpum. Ilo pezyrsmamam eucmo-
A02UMECK020 UCCAe008AHUS OUONCULIHO20 MAMEPUANQ BbISI6AEH
NAOCKOKACMOUHbLI PAK C UHDUABIMPAMUBHBIM NOOCAUSUCHIBIM
pocmom, G2. B danvheiiuem nposedeHa MyabmucnupanbHas
KOMNbIOMEPHAs MOMO2PAGUS C 6HYMPUBEHHBIM KOHMPACMU-
DPOBaHUEM, KOMOPASL BbIABUAQ YINOAUEHUE CIMEHKU N0 MAAOLL
KpueusHe yceayoka do 18 mm ¢ HakonaeHuem KOHMPACMHO20
seujecmaa.

IIpu noemopnoit IJIC: nuueod ceob00HO npoxodum,
CMeHKU 31acmuuHble, nepucmarvmuxa akmuenas. Kapous
cmblkaemes noaocmoio. Hauunas om obaacmu kapouosso-
ghazeanvroeo nepexoda ¢ pacnpocmpaneruem Ha cyoKapou-
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anvHulll omaden dceayoka no Manoil KpugusHe onpeoensiemcs
waposudHas onyxoab npomsicerHocmoro 0o 3,0—3,5 cm,
npoaabupyrowas 8 npoceem nuujeooa, ¢ Heduggepenyupy-
eMbIM SIMOUHBIM PUCYHKOM, NOKPbIMAs pUOpUHOM, npu UH-
CMPYMEeHMANbHOl NAAbhaAUUU KOHMAKMHO KPOGOMOHUBAs,
AeeKo gpaemenmupyrouasca. IH0OCKoOnuueckas KapmuHa
coomeemcmayem onyxoau Kapouo3zopazeanbHozo nepexoda
NOAUNOBUOHO20 MUNA C PACNPOCMPAHeHUeM Ha cyOKkapouans-
HbLit omoden xceayoka (Siewert type 3).

1o pe3yabmamam eucmonocuueckoeo uccaedo8anus cau-
3ucmotl 060104KU Kapouo3a3oghazearbHo2o nepexooa ommeteH
pOCm ONYXoau NPeumMyuecm@eHHo COAUOH020 CMPOeHUs,
¢ eQuHU4HbIMU OOKan08UOHBIMU KaemKamu (puc. 1, a, 6)
U y4acmKu onyxoau, umeroujue cmpoerue aoeHoKapyHoMbl
(puc. 1, 8).

Ilpu UTX-uccaredosanuu: Kkaemku onyxoau coauoHo2o
cmpoenust, ¢ Ou@hY3HbIM NOAONCUMENbHBIM OKPAUUBAHUEM
6 peaxyuu c xpomoepanurom A (puc. 1, 2) u ouaeosvim caa-
ObIM YUMONAAZMAMUYECKUM OKPAUWUBAHUEM 8 PeaKyusx
¢ CK7 u cunanmodgpuzunom. Unoexc npoaucpepayuu no Ki-67
docmueaem 80 % 6 omoenvHbix noasx 3peHus. B yuacmkax,
uUMewux cmpoeHue adeHoOKapyuHoMbl, NOA0NCUMENbHBIE
KAemKU 8 peaKyuu ¢ XpoOMO2PAHUHOM A HEMHO2OHUCAEHHbL
(puc. 2).

ITloayuennwvie pesyaomamot UI'X-peaxyuii noseonsaom
noomeepdumo duaernoz MiNEN kapouoszogazeansroeo ne-
pexoda, npedcmaesnennoil Kpynnokaemounoii HIK u adeno-
KapyuHoMol.

MiINEN JXEJTYIIKA

MiNEN xenynaka cocrasistior 6—20 % MiNEN XKKT,
00HaAPYXUBAIOTCS B PAaBHOI CTEIICHH B TeJIc U aHTPAJTEHOM
OTIeJsIe, Jallle BCTPEYArOTCs y MAllMeHTOB TTOKUIIOTO BO3-
pacrTa ¢ mpeobmaganueM Mykckoro 1ona [21, 27]. Cnetmcdu-
YeCKMe TMArHOCTUYECKNE TaHHBIC TIPU SHIOCKOITMYECKOM
HCCIeIOBAaHMY He OOHAPYXMUBAIOTCSI. MaKpOCKOIMMYECKU
5TH HOBOOOPa30BaHUsI, HE3aBUCUMO OT MeCTa BO3HUKHO-
BEHUSI, BRITJISIISIT KaK ITOJIUTIOBUIHEBIC MACCHI TN U3bsI3-
BIISTIOIIMECST CTCHO3UPYIOIINE ITOpakKeHUST pazMepoM
ot 0,5 mo 14 cM B HanOOJIbIIEM JTHAMETPE, CO CPEIHUM
pa3mMepoM OKoJIo 5 cM [36].

HeitposHIOKpUHHBINM KOMITOHEHT OOBIYHO IIpeACTaB-
JigeT coboit Hu3konuddepeHunposanuyio HOK u moxet
0bITh MO0 KpynmHoKIeTouHBIM (LCNEC), mn6o menko-
kieTouHbIM (SCNEC). Menkoknerounas HOK nmeer
I dy3HBIN WK THE3MHBIN XapaKTep pocTa 1 00pa3oBa-
Ha KJIETKaMW MaJIOTO W CPEIHETrO pa3Mepa CO CKyIHOM
LIUTOIIa3MOM M BEPETCHOBUIHBIMU SIApPaMU C 3€pHU-
CTBIM XPOMAaTHHOM U He3aMETHBIMH SIPHIIITKaMU, BCTPe-
YarTCsS YIaCTKM HeKpo3a. MUToTHYecKask aKTUBHOCTD
BeIcOoKad, oT 20 mo 80 MuToTHUecKkux huryp Ha 10 mmomeit
3pennsa. Kpymaokiaeroanas HOK (LCNEC) mm HOK
BBICOKOM cTenieHN 31o0kadecTBeHHOCTH (HGNEC) Hemern-
KOKJIETOYHOTO THTIA (POPpMUPYETCS U3 KIIETOK C OOMIHHOM
LIMTOTUIA3MOM, IEMOHCTPUPYIOLLE OoJiee BE3UKYIISIPHBIE
siIpa C BBIPAXCHHBIMHU SIAPBHIIIIKAMM, a TakKxke Oojee
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Puc. 1. MiNEN nuwesoda: a — ene3da onyxoau, umeroujeil CmpoeHue KpynHoKAemo4Hou Helipoandokpunnoil kapyunomot, *400. Okpacka eemamoxcuauHom
U 303UHOM; 6 — 8 COCMAge ONYX01e8biX KAeMOK 0OHAPYICUBAIOMCs KaemKu ¢ Mopgonoeueii 60kanosudnsix, x400. Okpacka eemamokcuauHoM u 303UHOM,;
8 — YHACMOK ONYX0au, umerouuii cmpoerue adernokapyutromst, 250. Okpacka eemMamoKCuauHoM U 303UHOM,; & — Oup@y3Hoe nOA0ICUMENbHOe OKPAUUBAHUE
0NYX0/1e6biIX KAEMOK 8 peakuyuu ¢ Xxpomoepanunom A, x250. UmmyHoeucmoxumuveckas peakyus ¢ XxpomMoepaHuHom A

Fig. 1. Esophageal MiNEN: a — tumor nests with a structure of large-cell neuroendocrine carcinoma, *400. Hematoxylin and eosin staining; 6 — goblet-shaped

cells are detected among tumor cells, x400. Hematoxylin and eosin staining; ¢ —

tumor site with a structure of adenocarcinoma, *x250. Hematoxylin and eosin

staining; ¢ — diffuse positive staining of tumor cells for chromogranin A, x250. Immunohistochemical staining for chromogranin A

Puc. 2. MiNEN nuwesooa. B cocmase onyxonegwix Kaemox 00Hapyscuea-
HOMCsi HEMHOROUUCACHHbIE KAEMKU C NOAOJCUMENbHIM OKPAUUBAHUEM 8 pe-
akyuu ¢ xpomoeparnurnom A, x250. UmmyHnoeucmoxumuueckas peaxkuyus
¢ Xpomoepanunom A

Fig. 2. Esophageal MiNEN. There are rare cells demonstrating positive
staining for chromogranin A among tumor cells, x250. Immunohistochemical
staining for chromogranin A

BBIPAXXECHHBI OPraHOUIHBIN, TPAaOEKYJISIPHBINA U NAIUCAI -
HBIA PUCYHOK.

XOoTs1 ObLIY 3apETUCTPUPOBAHBI OMYXOJIU, COCTOSIIME
HE TOJIbKO U3 ameHoKapimHOoMBl 1 HOO, mpenmomnaraercs,
yTo M1t Keynka TepMuH « MANEC» (cMmeriaHHasT aeHoO-
HEWPOIHIOKPUHHAS KapIIMHOMA) BCE K€ MOXET ObITh CO-
xpaneH [8]. MANEC xenynka cBsi3aHa C TUTOXUM TTPOTHO-
30M, KOTOPBIi B OCHOBHOM 3aBUCUT OT CTaJINM OITyXOJIN

U uHaekca nponudepannu o Ki-67 HeiiposHIOKPUHHO-
ro kommnoneHTa [19]. CornacHo maHHBIM JIUTEPATYPHI,
cpenHee 3HaueHue nHaekca Ki-67 8 MiNEN xenyaka
cocrasiseT 55 % [29].

KJIIMHUYECKWI CJTYYAH 2

Hayuenmrxa C., 61 200, npoxodusa obcaedoganue
8 63U ¢ Haauuuem xcanrob na caabocmos u 06046 8 nuUA-
cmpanvroii o6nacmu. Tlo dannsim IIJIC 6 cybxapduu u eepx-
Hell mpemu JiceayOKa ¢ nepexooom Ha nepeorioin U 3a0HI00
CcmeHKU JceayoKa onpedensiemcst onyxonb pazmepamu 4 x 6 cm,
C U3BSA36ACHUCM U SPAHYAAYUAMU, KOHMAKMHO KPOBOMOYU-
sas. Ilo pezyaibmamam eucmonoeu4eckoe0 uccaedoeanus
OUONCUTIHO20 MAMEPUANa OMMeUeH POCM HeUPOIHOOKPUHHOUL
onyxoau NET, G1. Ilo dannbim yaempaszgyko60eo uccaedo-
BaHUS BbIAGAEHD 00BEMHbIE HOB00OPA306AHUS 8 NeYeHU, Ge-
POSIMHO, MOPUHHO20 2eHe3d.

Ilposedena npoxcumanvras pezexyus xenyoka ¢ D2
aum@ooduccexyueil, gpopmuposarnuem 33o0ghazoeacmpoana-
CMoM03a, a makice OUONCUS HOBOOOPA306aHUS NeHEHU, PAC-
NOA0HCEHHO20 NOOKANCYAbHO.

Tlo pesyavmamam eucmonoeuteckoeo uccaedosanust one-
PAYUOHHO20 MAMEPUANa 8 cmenKe Jceayoka Habaoanmes
PA3pacmanus u3ss36A€HHOI ONYX0AU, COCMOAWel U3 amu-
NUMECKUX KACMOK C KPYRHBIMU NACOMOPHHBIMU 8E3UKYAAD-
HbIMU A0pamu ¢ epyoo0uUCnepCcHbiM XPOoMAamuHom, Xopouio
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JugepenyuposanHbiMU AOPLIUKAMU U 3aMeMHbIM 0000KOM
203UHOPUAbHOU Yyumonaasmsl. Onyxonegvle Knemku mecma-
Mu gpopmupyrom my6yasipHvle U mpabexyasipHvle CMPYKmypbl,
Ha 60abUIeM NPOMANCEHUU — COAUOHBIE NAACMbL, PO3EMKO-
nodobnvle cmpykmypsl (puc. 3, a). Mumomuueckas akmug-
Hocmb nosviuena do 20 gueyp mumoszoe Ha 2 mm’. B onyxo-
/€601l napeHxume KpynHole yuacmku Hekpoda. Onyxonegvie
KOMNAEKCHbl pACRPOCMPAHAIOMCS HA 8CHO MOAUY CMEHKU,
¢ npopacmanuem Ha cepo3HyI0 NOBEPXHOCMb U 04a2aMU 8Pa-
CMAaHUs 8 KAem4amKy Manoeo CanbHuKa Ha enyouny do 1 cm.
Ommeuaemcst 8bIpadceHHAs NepUHespanbHas, IH0oAUMepa-
muuecKas u aHeUuoBacKyAapHas onyxonesas uneasus. Taxice
8 KAemuamke Man020 CanrbHuKa KoH2A0Mepam aumgpamuye-
CKUX Y3108 C MEMACMAa3amu Onyxoau 8bluleonUCaHH020 CMpo-
enus. Cauzucmas 060104Ka Hceayoka 6He OnyxXoau ¢ MHOdce-
CMBEHHbIMU MYOYAAPHLIMU adeHoMaMu ¢ ducnaa3ueil
8bICOKOIL cCmeneHU, 8 00HOU U3 adeHOM onpedensemcs pocm
BHYMPUCAUZUCMOI 8bICOKOOUDDepeHUUPOBAHHOI KAPYUHOMbL
G1. B 27 u3 31 uzyuennozo aumghamuueckoeo y3na ommeua-
H0mCsi Memacmaswl HellpoIHOOKPUHHOU KapUUHOMbL dcenyoKa.
Kanyepomamos manoeo carvhuka. Memacmas é newenu ume-
em cmpoenue 8bicOK00UDDepeHyuposantoil adeHoKapuu-
HOMbL.
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1o pezynomamam UT'X-uccaedoganus kaemiu conuoHo-
20 KOMNOHEHMA ONyxXoau ¢ OuG@y3HbsiM NOAONCUMENbHBIM
OKpauiuganuem 6 peakyuu ¢ xpomoepanurom A (puc. 3, 6).
Hnoekc nporugepamugnoii akmusnocmu no Ki-67 nocum
HepasHoMepHblil Xxapakmep u npegviuiaem 80 % ¢ omoeavHbix
noasix 3penus (puc. 3, 8). B peakyusx ¢ MUC5AC u MUC6
noayuero duggysnoe nosodxicumensrHoe OKPAUUBAHUE UUMO-
NAA3Mbl ONYX0€8bIX KAeMOK, MAKdce OMMeUaencst Omcym-
cmeue sxcnpeccuu MUC2 u p53 6 onyxoau. HI'X-uccaedosa-
Hue buoncuu HO8000pPA308AHUS NeYeHU BbiAGUAO POCH
adenokapyuromyl (puc. 3, 2) ¢ Oup@y3Hsim HOA0IHCUMENbHBIM
oKpawlugaruem @ peakyuu c xpomozparurom A (puc. 4), cu-
nanmodgpuzunom u CK7, a makaice ouazogoe carabononoicu-
meabHoe OKpauWUusanue yumonaasmol Onyxoneaolx Kaemok
6 peakyuu ¢ MUC6.

Tlonyuennvie pe3yabmamol ceudemenbcmayom 6 noab3y
cmewantoil onyxoau xceayoka (MiNEN), npedcmasaennoil
HelpodHOOKPUHHOU KaAPYUHOMOIL, pa3gusuielics Ha (hoHe 8bl-
cokodupghepenyuposantoil HelpoIHdokpurtoi onyxoau G3,
u 8bicokodugpepenyuposannoil adenokapyurnomoi. Mema-
cmas 6 neueHu, GopmupyrOuUil myoyisapHsie CmpyKmypbl,
makdice umeem cMeulaHHble XapaKmepucmuKy — NPUHAKU
HelpodHOOKPUHHOU U SNUMEAUANbHOU OuhhepeHyUpOBKU.
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Puc. 3. MiNEN xceayoxa: a — deéa komnonenma onyxoau, umeroujue cmpoerue a0eHOKAPUUHOMbL (8 160M Yeay) u HelipodHOOKPUHHOU KapyuHombl, *250.
Okpacka 2eMamoKcuauHOM U 303UHOM; 6 — Oug@y3Hoe noaodlcumenbHoe OKPAUUBaHe ONyxXoeesix KAemoKk HeipoIHOOKPUHHOU KapUUHOMbL 8 peaKuyuu
¢ xpomoepanurom A, x200. UmmyHoeucmoxumuteckas peakyus ¢ xpomoepanunom A; 6 — undexc Ki-67 6 Helipo3HOOKPUHHOM KOMNOHeHme npesvluiaem
80 %, x 100. Hmmynoeucmoxumuueckas peaxuyus ¢ anmumenom Ki-67; 2 — memacmas 6 neuenu umeem cmpoerue adeHokapyuromol, x250. Oxpacka ze-
MaMOKCUAUHOM U 303UHOM

Fig. 3. Gastric MiNEN: a — two tumor components with a structure of adenocarcinoma (left corner) and neuroendocrine carcinoma, x250. Hematoxylin and
eosin staining; 6 — diffuse positive staining of neuroendocrine carcinoma cells for chromogranin A, x200. Immunohistochemical staining for chromogranin A;
6 — Ki-67 index exceeds 80 % in the neuroendocrine component, x 100. Immunohistochemical staining for Ki-67; ¢ — liver metastasis with a structure of
adenocarcinoma, x250. Hematoxylin and eosin staining
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Puc. 4. Knemku onyxoau 6 memacmase ¢ Oug@y3Hvim noA0ICUMENbHBIM
OKpawusanuem 6 peakyuu ¢ xpomoepanunom A, x200. Hmmyroeucmoxumu-
uecKas peaKiyusi ¢ GHMUMenamu K Xxpomoepanuty A

Fig. 4. Tumor cells in a metastasis with diffuse positive staining for
chromogranin A, x200. Immunohistochemical staining with anti-
chromogranin A antibodies

MiNEN TOHKOW KUIIIKU

MiNEN ToHKOro Kullie4HMKa 4aile 00HapyK1MBaIOT-
cs B IBEHANIATUIIEPCTHOM KUIIKE (B OCHOBHOM B aMITy-
JISIpHOI 00JIACTH) 1, B KpaifHEe PEIKUX CITydasiX, B TOIIEH
u noas3noirHoi kumkax. MiNEN aBeHaguaTumnepcTHOR
KHAIIKA HE MMeeT TeHIEepPHOM MpPeapacIIoOXeHHOCTH,
a CpeIHMIT BO3pacT HAa MOMEHT ITOCTAaHOBKHM JMArH03a CO-
crasiisieT okoJio 60 set [37, 38]. MakpocKoImMyeckn Ha-
IMIOMHUHAET aIeHOKAPLIMHOMY, IIPEICTaBICHHYIO B BUIE
IPUOOBUIHOTO MJIN U3BA3BICHHOTO MTOPAXKEHUS CO CpeI-
HUM guameTrpoM 2,7 cM. [ucrosormyecku GONBIIMHCTBO
MiINEN nBeHaauaTUIepcTHOM KUIIKKA COCTOSIT U3 aIeHO-
KapumHoMbI 1 HOK 1160 MeJIKOKIETOUHOTO, JIN0O0 KPYIT-
HOKJICTOUYHOTO TroaTuiia. OgHAaKO UMEIOTCST YIIOMAHAHMS
1 O CJIyYasiX, MPeACTaBICHHBIX INIOCKOKIETOUYHBIM PAKOM.
HnaTepecHo, uro 7 u3 14 HOK, 0 KOTOpHIX COOOLIMIN
H. Nassar 1 coaBT., ObUIM CBSI3aHBI C aA€HOMOI, OIHAKO,
KaK YK€ YIIOMMHAJIOCh BBIIIE, y3Ke IO ONpeAe/ICHIIO TaH-
HBIE CJTydar He MOTYT BXOOUTh B KoHLermuio MiNEN [39].

MiNEN nBeHaalaTunepcTHOM KUMKW, KaK MPaBUIIo,
arpeccuBHBbI, 00bIYHO BbIsBIsIIOTCS Ha 111 mnm 1V ctagun
U CBSI3aHBI C TIJIOXUM TTporHo3oM [40].

MiNEN TOJICTOW KHIIIKKU

Toscrag kuiika sBiaseTcsi Hanbosiee YacToOM Joka-
mm3amueir MiNEN XKKT, uro cocrasisier 57 % ciydaeB
¢ IpeobiagaHeM MalKeHTOB MyKCKoro 1mosia 60—70 et
[19, 41].

Makpockonuuecku MiNEN TojcTO# KUIIIKM HAIo-
MUWHAIOT aIcHOKapLIMHOMY, MPOSIBJISIIOLLYIOCS B BUIE MO~
JIMTIOBUIHBIX 00pa30BaHUM WY U3bSI3BAEHHbBIX U CTEHO-
3UPOBAHHBIX MOPaXEHUI, CPEIHUN pa3Mep KOTOPbIX
COCTaBJIsIET OKOJIO 5 cM. [ucTonornyeck GOAbIIMHCTBO
clydaeB COCTOSIT M3 yMepeHHoaudhepeHIMPOBAHHOM
TYOYJISIPHOM, AMWIISIPHON WJIM MyLIMHO3HOM aIeHOKAPLI-
HoMmel 1 HBO G1/G2, omHAKO BCTpPEYArOTCS CIydaw,
MIpeACTaBJICHHBIC TUIOCKOKJIETOYHBIM pakoM [9]. Ilo He-
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KotopbiM JaHHBIM, MiNEN ToICTOI KMILIKY aCCOLIUMUPO-
BaHBI ¢ 00J1e3HBI0 KpoHa 1 HecnielmpIecKrM sI3BeHHBIM
KOoJuTOM [42—44].

MiNEN ToJicTol KMILIKM, COCTOSILINE U3 afeHOKap-
muHOoMBI 1 HOK, mMeroT arpeccuBHOe TeUeHUE CO Cpell-
Heli o0111eit BekuBaeMocThio 12,2 mec. K akropam, B~
SIOIIMM Ha IIPOTHO3 ITallMeHTa, OTHOCAT WHIEKC
nposudepauun no Ki-67 Heiipo3HIOKPUHHOIO KOMIIO-
HeHTa, cratyc MSI u cranmio [8, 19, 36].

KIMHUYECKUI CITYYAM 3

Hawuenm P., 57 nem. Ilpu nposedenuu KonoHockonuu
Ha paccmosHuu 0ko040 13 cm om Kpas aHanbHoeo cuHKmepa
no 1e6oii cmeHKe 8bis8aeHa 0a00yeodpasHas, UHGUAILMpU-
PYIOWwas CMexKy KUWKY ONyXonb ¢ MUHUMAABHO BbIPANCEH-
HbIM SK30(UMHBIM KOMNOHEHMOM, 3aHumarouias 1/2 okpyic-
Hocmu, 6e3 cyJcenus npoceema, NPOMSNCEHHOCHb ONYX0AU
no Kuuike okono 4 cm.

Komnotomepras momozpagus gvissunra HepasHomepHoe
ymoawenue cmenku 0o 15 mm, npomsicennocmoio 93 mm
PEKMOCUMOUOH020 0mdeaa MoACMOI KUWKU C pacnpocmpa-
HeHUeM Ha 8ePXHeaMnYAAPHbLIL OMOen NPIMOL KUWKU, MHO-
JcecmeenHble Onyxonesvie 0eno3umsl, a makice 6ur00apHoe
nopadxjcenue neueHu 8MOPUHHO20 2eHe3d.

Maenumno-pe3onancruas momoepagus mMaroeo masa:
KapmuHa onyxoau npAmoil KUWKU ¢ UHeazuell ma3osoil opro-
WUHDbL, C 8bIPANCEHHOLL AUMPadeHonamueil Me30peKmanbHbixX
y3108. MHodcecmeeHHble onyxonesbie denozumsl 6 npeca-
KPAnbHOIL U Me30peKmanbHoll Kaemuamkge ¢ UHB8A3Uell Me30-
PpeKmanvHoll pacyuu u moluiy reeamopa caeea. MP-cmadus:
cT4, N2, CRM+, EMVI+.

Ilpu eucmonoeuueckom uccaedoganuu OUONCULHO20 Ma-
mepuana onyxoau moACmoll KUWKY onpeoessiiomcs yHacmru
mMpaduyUoHHOU 3y64amoti a0eHOMbl U eHe30a pocma Onyxoau
COAUOHO-ANBBEOASPHO20 CMPOEHUS, NPe0CMAaBAeHHble BbiCO-
KoOuggepeHyupoeanHoil HelpOIHOOKPUHHOL ONYXOAbIO NPS-
Mot kuwku (G3) (puc. 5, a).

Ilo pesyromamam UT'X-uccredosanus evlsaeneHo omcym-
cmaue sxcnpeccuu CK7u CK20, a makice naruuue sxcnpeccuu
6 eHe30ax onyxoneeoli MKaHu XpomMoepaHuHa A u cunanmo-
@usuna (puc. 5, 6). Hudexc nporugepamugroii akmusrHocmu
no Ki-67 >40 %.

MiINEN AITITEHIMKCA

ATIMeHIUKC — OOWH U3 OPraHOB, Ha KOTOPHII M3Me-
HEHUE TEPMHUHOJIOTUM CMEIIaHHBIX HOBOOOpPAa30BaHMIA
oKazayio HanboJiee BaxkHoe BiussHre. DakTmaecKu ¢ BBe-
nenueM tepmrHa «MiNEN» kiaccudukanus ormyxosei
MUIIeBapuUTeIbHOM crucTeMbl BO3 4eTKO ycTaHOBMIIA, UTO
TaK Ha3bIBacMbIil OOKAIIOBUIHOKJICTOYHBI KapIIMHOMII,
KOTOPBII JOJITOe BPEeMSI BKITIOUAJICS B TPYIIITY CMEIIaHHBIX
HoBooOpaszoBanuit (MANEC), cienyeT paccMaTpuBaTh
KaK crenrM@UIeCKUii ITOATHUIT aIleHOKAPIIMTHOMBI C aM(pH-
KpUMHHBIMU TIpu3Hakamu. ClenoBaTelIbHO, KaTeTOPHUsI
anneHauKyasspHeix MiNEN Obl1a cokpaiieHa a0 oImyxo-
JIeH, COCTOSIINX 13 2 MOP(OIOTNIECKH PaCIIO3HABACMBbIX
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Puc. 5. MiNEN moacmoii kKuwiku: a — y4acmiu adeHombvl ¢ 3y6uamoimu
ovepmaHuamMu dcenes, IKMONUHECKUMU KPUNMAMU U 2He30aMU ONyX0au
coAUdHO20 cmpoeHus é okpycaiouieii cmpome, x250. Okpacka cemamokcu-
AUHOM U 303UHOM; O — KAeMKU ONYX0AU COAUOH020 CIPOeHUs ¢ OUGPY3HbIM
NOA0HCUMENbHBIM OKPAWUBAHUEM 8 peaKyuu ¢ cuHanmogusunom, x250.
Hmmynoeucmoxumuueckasn peakyus ¢ GHMUmMeamu K CUHanMoQU3UHy

Fig. 5. Colonic MiNEN: a — areas of adenoma with serrated contours of
glands, ectopic crypts, and tumor nests of solid structure in the surrounding
stroma, x250. Hematoxylin and eosin staining; 6 — tumor cells of solid
structure with diffuse positive staining for synaptophysin, x250.
Immunohistochemical staining with anti-synaptophysin A antibodies

KOMITOHEHTOB, KOTOPbIe OOBIYHO MPEACTABIECHbI alieHO-
KapumHoMoii 1 HOK.
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ITockonbKy noJjiroe Bpemst 60KaJl0BUIHOKIETOYHbBIN
KapunHoua paccMatpuBaicsd kak MiNEN, O0lbIIMHCTBO
TAHHBIX JIMTePATYPhI OTHOCATCS UIMEHHO K TaHHOMY 3a00-
JIEBAaHUIO, TIPY 3TOM KIIMHUKO-TIaTOJIOTHIecKast mH(popMa-
st 06 uctuHHbiXx MiNEN anmnenaukca KpailHe CKyaHa.

CormacHo HemaBHUM ucciaegoBanusM, MiNEN ar-
neHauKca cocTapistior 10 % 3710KauecTBEHHBIX HOBOOOPa-
30BaHUIM 1aHHOI o6aacTu 1 0Koo 60,3 % MiNEN Hux-
Hux otmenoB KKT. CpegHuit BO3pacT MHallMeHTOB
TPY TIepPBUYHOM AMArHOCTHUKE cocTaBsieT S8—60 jieT, orry-
XOJIb B OCHOBHOM OOHAPYXXMBAETCSI CIIy4aliHO Ha TTO3THUX
cranugax 3a0oneBanunsd. O01as BBDKMBAEMOCTD COCTaBIIA -
€T 0KO0JIO 6,5 rofa. A B cpaBHEHMU ¢ OOKAJTOBUIHOKIIETOY-
HbiMU KapuuHouaaMu MiNEN, no-suaumomy, UMeIOT
MeHee GJIaronpUusITHBIN MPorHo3 [45, 46].
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TUYECKUX OOIIECTB).
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