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HNPEANCJIOBHUE

Onyxoyu MOYKH SBJISIOTCS TeTEPOTeHHOM Tpynmnoi 3aboneBanuii. Knaccupukamnys
UX pacumpsieTcs ¢ KaXIbIM NEPECMOTPOM, Y€MY CIOCOOCTBYET HE TOJBKO yBEIHMUCHHE
4acTOTHI 3a00JI€BaHUs, HO U TMOSABJICHUE HOBBIX KpuTepueB AuddepeHIraabHoil Auarto-
CTHKH, TEHETUYECKUX U MIMMYHOTUCTOXUMHUYECKUX MAapPKEPOB OIyXoJeil. B Mupe kaxaprii
ron BeisiBIsieTcs okoiio 200 000 HOBBIX ciryuyaeB 3aboseBaHUl, U3 KOTOphIX Oosee 50%
NPUBOIAT K JIETAIBHBIM HcxogaM. HecMOTpst Ha 3TO, OIyXOJM MOYKU OCTAIOTCA JOCTa-
TOYHO PEIKOH IMaTOJIOTHEH, CIEIHAIMCTRI YacTO CTATKUBAIOTCS ¢ mpobiieMamu nudde-
pEHIMATBHON TUATHOCTHKH.

B mpemmnaraeMoM pyKOBOJCTBE MaTepuaji HU3JI0KEH B COOTBETCTBUH C IMOCIENHEH,
aKTyaJIbHOW KJIaCCH(HKAIFEH OMyXoJei ¢ Mop(doornieckoil XapakTepruCcTUKON BapHuaH-
TOB CTPOCHUS], YKa3aHUEM BAXKHEHIINX T'€HETUYECKUX IOBPEKACHUH, MIMMYHOTHUCTOXU-
MHUYECKUM TpoduieM. KOHCIIEKTUBHBIN XapakTep HW3JIOKEHHs Marepuana I03BOJSET
OBICTPO COPHUEHTHPOBATHCS B TEKCTE, HAWTH HeoOxonumyro uHpopmauuio. OCHOBHOE
BHUMAHHUE YJIEJICHO SMUTEINAIBHBIM OIyXOJIsIM, KaK HauOoJee 4acTO BCTPEUArOIUMCS,
OJIHAKO He OCTaBJICHbI 6€3 BHUMaHMsI CTPOMaJIbHBIE HOBOOOPa30BaHUA U pPeAKUE BapHUaH-
THI

W3naHue mpoMIIIOCTPUPOBAHO OPUTMHAIBHBIMH MUKPO(GOTOrpadusMu, OTpakaro-
MMM KJITIOUYE€BbIE MOMEHTHI JUAarHOCTHKHU OMyXoJeil. B mpuioskeHnuu npuBeneHsl Tadnu-
el Uid JUQQepeHInaIbHON WUMMYHOTHCTOXMMUYECKOM IHArHOCTHUKH — CJIOXHBIA U
Ba)KHBII MOMEHT B IIOCTaHOBKE JHAarHO3a HOBOOOPa30BaHUI TOYEK.

@panx ['eopeuti Agpaamosuy

unen-koppecnonoenm PAMH, 3acnyscennsviii Oesmens nayku P
O00KMOP MEOUYUHCKUX HAYK, npogheccop
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O00KMOP MEOUYUHCKUX HAYK, OOYeHMm
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SIIUTEJIHNAJIBHBIE OITYXOJIN

[louewyHo-KIETOUHBINA pak cocTaBisieT okojo 90% Bcex 37MOKavYecTBEHHBIX HOBOOO-
pa3oBaHUN TOYKH, 3aHUMas 12-e MECTO Cpelid MY>KYUH U 17-€ — cpeau KEHIIUH B MUPE
o 3aboneBaemocTH [1]. Bonee 95% mo4YedHO-KIETOYHBIX KapPIIMHOM TPEACTABICHBI CIO-
pagMdecKUMU KapIIMHOMAaMU, PAa3BUBAIOIIUMUCS B ITOXKHIJIOM BO3PacTe M UMEIOIUMHU OJI-
HOCTOPOHHIOIO JIOKanu3anuo. [Ipu HacaenCTBEHHBIX («CEeMEMHBIX») OMyXOJsIX, CBSI3aH-
HBIX ¢ OHKOJIOTHYECKUMHU CHHAPOMaMH, Pa3BUTHE HOBOOOPa30BaHUH ITOUEK 00YCIOBICHO
B IIEPBYIO OUEPEab T€PMUHAIBHBIMU HACJICICTBEHHBIMU MY TAIHSIMHU.

CBETJIOKJIETOYHAS KAPLIMHOMA (clear cell carcinoma, 8310/3)

3noKadecTBEHHAsI OMYXO0JIb, COCTOSIIAS U3 KIIETOK CO CBETIION HMIIM 03WHO(DUITBHOM
LUTOIIa3MOH, PACIIOJIOKEHHBIX B TOHKOW COCYyIUCTOM ceTH. CBETIIOKIETOYHYIO KapIH-
HOMY Ha3bIBAalOT THNEpHEPPOMOMA, omyxonbto ['paBuTIa, UIMTENBHOE BpPEMS 9acTh ITHX
OIyXOJiel BKJIIOYANaCh B TPYHIYy 3€pHHUCTOKICTOUHBIX. CBETIOKIETOYHAS KaplHHOMA
coctaBisier 70—75% Bcex ciydaeB Mo4YeyHO-KIEeTOYHOTO paka [2] (puc. 1). Omyxons
MIPEUMYIIECTBEHHO CONMUTApHasA, paclojoXeHa B KOPKOBOM BEIIECTBE MOYKH. MyJbTH-
LUEHTPUYHBIE W/WIH OniaTepalibHble TOPAXKEHUSI MPU CIOPaJIUUYeCKOM PaKe COCTABISIIOT
meHee 5% [3]. BoTBIIMHCTBO CBETIOKIETOYHBIX KapIIMHOM HMeeT popMy y3Ja ¢ YeTKH-
MU TpaHUIaMH, QOPMHUPOBAHUEM IICEBJOKAIICYJIbI, XapaKTepHO HaJMUUE KHCT, 0YaroB
HEKpO3a U KPOBOMBIHUSIHUIMA, KaJbIIMHATOB. (pHC. 2, 3); ®KENTHIA I[BET OMYXOJU 00YCIOB-
JIEH BBICOKHM COJIEp’KaHUEM JIMITHIOB U XOJIECTepoIa.

Cranust OoNe3HH SBIAETCS BEAYIIUM MPOTHOCTUYECKUM (DAaKTOPOM IS MOYEYHO-
kieTogHoro paka. Oxono 50% CBETIOKIIETOYHBIX KapIMHOM BBIABISIOTCS Ha 1-if m 2-i
cTamusx 3abosieBaHus U MeHee 5% — Ha 4-i1 craguu. VIHBa3us OMyXOJM B OKOJIOTIOYEU-
HYIO KJIETYATKYy W/WIIM BpacTaHHE B MOYEYHYIO BEHY OTMEYaeTcs mpuMepHo B 45% ciy-
gaeB [4]. YacTto HaOMIOMACTCS COYCTAaHWE T'eMATOTCHHBIX M JTUM(MOTCHHBIX METACTa30B.
Bo3moxHO peTrporpagHoe MeTacTa3upoBaHHME 4epe3 IMapaBepTeOpanbHbIe, SHYKO-
BBIC/SIMYHUKOBBIC BEHBI. BTOPBIM 110 3HAYMMOCTH IPOTHOCTUYECKUM (aKTOPOM SIBIISIETCS
rpamanus saep CBETIIOKICTOYHOM KapIuHOMEI [5, 6]. Kputepum rpamanuu modedHO-
KJIETOYHOTO paka pazpabotansl B 1982r. S.A. Fuhrman c coasr. [6]. Dta cucrtema omnpe-
JIeNIEHUs] CTETIeHN 3JI0KA4eCTBEHHOCTH BKIIOYAET pa3Mepbl U GopMy sep, HaTHIHe Sij-
pBILICK, CTPYKTYpy XpomartuHa. [lepBas cremens (grade 1) xapakrepusyercsi HATUUUEM
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MEJKHUX, pa3MepoM C Majblii JTUMQOLHUT, THIIEPXPOMHBIX OKPYTIBIX AAEp C IUIOTHBIM
XPOMAaTHHOM, SIIPBIIIKK He ompenenstorcs: (00bektuB x10). Bropas cremens (grade 2)
OTITUYAETCs He3HAYNTEIbHBIM YBEJIHMUeHHEM pa3MepoB saep (mo 15 M), popma okpyr-
Jasi, cJerka HelpaBUJIbHAsI, XPOMAaTHH MEJIKOAUCIIEPCHBIN, BOZMOXKHO HaJHMuMe eINHUY-
HBIX MEJKHX SIIPBILIEK, onpeaengeMblx npu ysenunuernuu 400. [Ipu 3-ii crenenu (grade 3)
dbopma smep okpyrias/oBaNbHAS C HEPABHOMEPHBEIMH KOHTYpaMH, XPOMAaTHH TpyOomuc-
NEPCHBIN, OONBIIMHCTBO SIEP COACPIKUT SIIPBIMIKH, ONpeNeIsIeMble MPH yBEITUUYECHHH
100. 4-s cremens (grade 4) xapakrepusyeTcst KpymHbIME (O6oee 20 MKM) TTOTUMOPGHBI-
MU SIIPAMH C TIBI0YAaTHIM XPOMAaTHHOM, KPYITHBIMH OJIMHOYHBIMH WJIM MHOXKECTBEHHBIMU
saapeimkamu. ClieyeT OTMETUTb, U4TO Psi uccienoBatesedl cunraer cuctemy Fuhrman
ONITUMANIBHOM JIJISl OTIpEe/IeTICHNS CTENEHH 3I0Ka4eCTBEHHOCTH TOJIBKO CBETIOKIETOYHOTO
paka [7-9] (puc. 4 — 7).

BapuaHTBl pocTa CBETIIOKIETOYHOTO MOYEHYHO-KIIETOYHOTO paKka MOTYT BBI3HIBATH
cIoXHOCTH B nudepeHnnarbHoi THarHoCTHKe. B OMyXonn BBISBISIOT COJNMIHBINA KOM-
MOHEHT, TICEBJOCOCOYKOBBIE CTPYKTYPBI, YYaCTKH CapKOMAaTOMIHOW WM pabIouaHON
mud depentnpoBku (puc. 7 —9).

Cpenn CBETIOKJIETOYHBIX KapIMHOM BBIJCNISIOT MYJbTHJIOKYJISPHYI0O KHCTO3HYIO
¢opmy (coctaBisier 5% cBeTNIOKIETOUHBIX omyxousieil) [10]. DTo Bcerna xapuuHoOMBI |
CTETIeH! 3]I0KaYeCTBEHHOCTH C OJIaTONMPHUATHBIM IPOTHO30M, CIy4aeB MPOTPECCHH, PEIIH-
IUBUPOBAHMS WIIM METacTa3UpoBaHUsl He omucaHO. COOTHOIIEHHE MYXYMH W YKEHIIMH
cocrasisiet 3:1. Cpennuii Bo3pact 601bHBIX 51 o (ot 20 mo 76 net) [11]. OGbryHO omy-
XOJb TPECTaBIeHA Y3JIOM C HaJMYMEeM MHOKECTBEHHBIX MEIKHUX M KPYNHBIX KHCT, 3a-
MOJTHEHHBIX CEPO3HBIM HWJIM TEeMOPPATrHYeCKHM COACPKUMBIM. Y3ell OTTPaHW4YeH OT
OKPYKaIOIUX TKaHEeH MIoTHOW (UOPO3HOU Karcyinon. JmaMerp omyXxoiau BapbHpPyeET OT
25 no 130 mm. bornee 20% omyxoneil UMEIOT OTJIOKEHUS KaNbIHUS B MEKKUCTO3HBIX TI€-
peropojkax, HepeaKo ¢ OCCUPUKAITUEH.

OCHOBHBIE MOJIEKYJISIPHO-TEHETHYECKHE M3MEHEHHsI, XapaKTepHbIe AJIsi CBETIIOKJIe-
TOYHBIX KapIUHOM, — AENEIUH KOPOTKOro Ijeda XxpomocoM 3 u 9, yBenuueHue Komui
XPOMOCOMBI 5 U OmayienbHas WHaKTHBaIws rena VHL. I'en VHL nonsepraercss HHAKTH-
BaI[lH BCJIEICTBHE COMATUYCCKUX MYTALlUH, aJUICIbHBIX JCTICeIUi U/UIH METUINPOBAHHUS
B 40—60% ciyyaeB CBETJIOKJICTOYHOTO paka MOYKH, YTO BBI3BIBAECT K HEMY HHTEpEC CO
CTOpOHBI MHOTHX HccienoBatened [12]. Kpome VHL, B KaHIIEpOTEHE3 CIOPATUIECCKOTO
paka MOYK{ BOBJIEUEHBI APYTHE€ T€HBI-CYIPECcCOphl OIMyXoneBoro pocra. Camblil 4acThIH
croco0 WHAKTHUBAIMH TE€HOB-CYIPECCOPOB NMPH paKe MOYKH — MPOTSHKEHHBIE JIENeNHH,
KOTOpBIE 3aXBaThIBAIOT BECh I'€H U CMEKHBIE C HUM y4acTKU. Takue JIeNelu BBIBISIOT
KaK «IOTEPI0 Te€TePO3UTOTHOCTHY» C TIOMOIIBI0 MHUKPOCATEIUIUTHBIX MapKepOB. Y CTAHOB-
JIEHO, 9TO HanOoJee XapaKTepHBIM H3MEHEHHEM KapHOTHIA IPH CBETIOKIETOYHON Kap-
LIMHOME SABJISIOTCS JENEeUN KOPOTKOro Ijieuya XpOMOCOMBI 3, peke — KOPOTKOro Ijieda
xpomocoMm 6 u 9 (punoxeHue 2).

9



HANIWJIJIAPHAS KAPIIMHOMA (papillary renal cell carcinoma, 8260/3)

31mokavecTBEHHAas OIyXOJb MMOYEYHOW MapeHXUMBI MAMWUIIPHOTO U TyOYJIONAIHII-
JspHOTO CTpoeHus. [lanmuisipHbIi pak cocTaBmisgeT npudmmsuTensHo 10% Beex modedHo-
KJIETOUHBIX KapuuHoM [13]. B 45% cnydaeB BcTpedaeTcs MyJIbTH(QOKATBHBINA MaTHIUIAP-
HBII pak [9]. DTOT BapUaHT MOYEYHO-KJIETOUHON KapIMHOMBI Yallle BBISBISIETCS Y MYX-
YMH, CPSIHUI BO3pacT O0OJBHBIX cocTaBiseT 52—66 net [8]. OnucaHo 2 THCTOJOTHYECKUX
BapHaHTa ManwuBIpHOro paka. Tum 1 (coctaBnser okono 70%) COAEPKUT COCOUKOBBIC
CTPYKTYPBI M3 MEITKHUX KJIIETOK CO CKYIHOH IUTOIUIa3MOM M MEIKUMHU siapamu (puc 10-
11), cpean KOTOPBIX pacroiararoTcsi CKOMICHHS, «IOYIIKW», KCAHTOMHBIX KJIETOK, 3TOT
BapHaHT Yaiie ObIBaeT MyJbTH(POKATHHBIM.

Tun 2 umeer 6osee KPyMHbIE KIETKH C XOPOIIO BBIPAKEHHON 303WHO(MILHON -
TOIUIA3MOM, KPYIMHBIMH SPAMUA U 3aMETHBIMH SIIPBIIIKAMH, TaKXKE YacTO OTMEYAIOTCS
KcaHTOMHEIE KieTkn (puc 12, 13). KpoMe Toro, B 0OTHO# OMYXO0JIM MOTYT COYeTaThCs 00a
BUJIa, YTO CJIEAYET OTOOpaKaTh B TUCTOJIOTHYECKOM 3aKIFOUEHUH, TaK KaK 110 HEKOTOPHIM
JAHHBIM, 3TH OITyXOJId MMEIOT XYAIINA MPOTHO3, MO0 CPAaBHEHUIO C «YHCTHIMIY TAIUII-
JSIPHBIMH KapmHOMaMmu [14].

CapkomaronnHas nuddepeHurpoBka HaOmogaeTcss npuMepHo B 5% ciydaeB ma-
MUTIPHBIX KapIIHHOM 000X THTOB [15] (puc. 14, 15).

CrerneHb 3710KaUYECTBEHHOCTH OllcHUBaeTcs 1o cucreme Fuhrman (puc. 16-19). Ipo-
THO3 MaNWUIIPHON KapIMHOMBI OTPEAENSeTCs CTaIiel, CTENCHBIO 37I0Ka4eCTBEHHOCTH,
HaIM4YNeM CapKoMaTouIHOW AuddepeHupoBkr. KpoMe Toro, Hammane o4aroB HEKpo3a
W MHOXECTBEHHBIX MEHHUCTBHIX MaKpo(aroB MoXeT OBITh CBSI3aHO ¢ Oojee OnaronpusT-
HBIM Iporao3oM [8, 16].

CrneyeT OTMETHTh, UTO TyOyJomanwuispHbie omyxonu gradel, aquamerpom ot 0,5
70 2 CM MHOTHE MAaTOJIOTH OLCHUBAIOT KaK «IMaMWUIAPHBIE SMUTEIHaIbHBIC OMYXOIH C
HU3KHAM 3JI0Ka9€CTBEHHBIM MMOTSHIIMAIOMY, a OyXoin MeHee 0,5 cM — Kak manuuisipHbIe
aneHoMbl. O 3HAUMMOCTH BBIAEIICHUS MOCIENIHUX A0 HACTOALIETO BPEMEHU BEAYTCS AMC-
KYyCCHH, TaK Kak elle HeT padoT, MOATBEePKIAOININX JOOPOKaYeCTBEHHBI XapaKTep Te-
YeHHS 3TUX OIyXoJiel, KaKk HeT U OJIHO3HAYHOTO 3aKJIIOYEHHS O Pa3BUTHH U3 HUX Kaplu-
HOM.

[Ipr *MMYHOTHCTOXUMHYECKOM HCCIIEIOBAaHIH ITHX OIyXO0JIel OBLIO BBISBIEHO, YTO
skcmpeccus obmiero nutokepatuda AE1/AE3 mpucyrctByer B 100% ciaydaes, sKcrpec-
CHsI HU3KOMOJIEKYJISIpHBIX nuTokepatuHoB (LMW: CAMS.2, CK7) — B 92%, Tonbko B 3%
cmy4aeB (1 oOpazerr u3 36) oTMedaeTCsl OKpalTuBaHUE aHTHTEIAMHU K ITUTOKEPATHHY BBI-
cokoro moJekyisapHoro Beca (34BE12) u B 11% umeercs cnabasi OJMOKUTENbHAS peak-
nusa ¢ aatutenamu K CEA (pakoBoMmy 3MOpHOHaIRHOMY aHTHTEHY). [l OOJBIIMHCTBA
3THX OMyXOJICH XapakTepHa MOJOKHUTENbHAsI Peaklusi C BUMECHTHHOM. BaxkHbiM mudde-
PEHIMATBHO-AMATHOCTHYECKUM MapKepoM MaNMULIPHOTO paka SBISETCS pareMasa
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(AMACR), OCKOIBKY €€ PKCIIpecCHsl B APYTHX OMYXOJIIX MOYKH He oOHapyxeHa [17].
Takum 00pa3oM, s TAMUIUISPHON KapIIMHOMBI KITFOUEBBIC JHATHOCTUYCCKHE MapKephl —
310 BUMeHTHH, muTokepaTrH AE1/AE3 u panemasa. Cucrema, Bkirouarorias B ceos MI'X
U IUTOTCHETUYECKHE MapKephl, Takwe Kak paremasza, CK7, menemmm 7,17 u Y-
XPOMOCOMBI, TIO3BOJISIET MPOBOAUTH TUGGEPECHIMANBHYIO TUATHOCTUKY MMAMUILIIPHOTO
paka " CBETIOKJICTOYHON KapIuHOMEI [ 18].

[NanumnnsipHble KapUUHOMBI XapaKTEpU3YIOTCSI YBEIMUCHHUEM KOMUN XpOMOCOM 7 U
17 u yrpaToil Y-XxpoMocoMbl. B oTiHune OT CBETIOKIECTOYHOrO paka, Mpu ManuUBSIPHOM
nenetun FHIT HaOM01ar0TCs 3HAYUTEIBHO PEkKe, H MOBPEXKICHUS 3p ObUIH acCOLMUPO-
BaHBI ¢ OnaronpusaTHBIM porHo3oM [19] Ilokazano, uro mertunupoanue reHa RASSFI
BCTpEUaeTcs BO BCEX MANMMIUIAPHBIX KapIIMHOMAaX, TOTAa KaK B CBETJIOKIETOYHBIX KapIiv-
HOMax oOHapy>knBaeTcs ¢ yactoToit 45-80% [20-23].

XPOMO®OBHAS KAPLIMHOMA (chromophobe renal cell carcinoma, 8317/3)

DTOT BapuaHT paka XapaKTepU3yeTcsl KPYIMHBIMH OJIEAHBIMU KIJIETKaMH TOJUTOHAIb-
HOU (OPMBI C 3aMETHBIMHU KJIETOYHBIMU MeMOpaHamu. CocTaBisieT NpUOIM3UTENBEHO 5%
SMUTEINAIBHBIX OIyXouiel mouku. CpeqHuid BO3PacT NPUXOJUTCS Ha 6-10 IEeKaay JKU3HU.
CwMmeprHOCTh coctasisier MeHee 10% [24]. XpomMohoOHBIH pak MOYKH MOXKET OBITH CITO-
panuuecKuM M HacleACTBeHHbIM. Kak mpaBuilo, omyxoisib coimuaHasi, OKpyriaod (opMmsl,
J0JIbYATOTO BHJIA, CBETIIO-KOPUYHEBOIO I[BE€Ta. BOJIBIIMHCTBO XpOMO(OOHBIX KapIITHOM
BBIBISIIOT B ctanuu T1-2 (86%), mums B 10% citydaeB Omyxoib MpopacTaeT 3a Mpeaess
KaIcyJibl TTOYKH U TONBKO B 4% ciTydaeB BOBJIEKaeTcs modyedHas BeHa [24]. B memHoro-
YHCIICHHBIX HAONIOJCHUSX OIUCAHBI JIMM(POTCHHBIC U OTHAICHHBIE METacTa3bl (JIETKHE,
MeYeHb, MOJDKEITyA0THAs Kene3a) [25, 26]. Omyxons nmpeacTaBlieHa MPEenMYIIECTBEHHO
COJIMIHBIMH IOJISMHU CBETJIBIX KPYIIHBIX KJIETOK, KOTOpPbIE, MOTYT COCTABIIATh TyOyJIOKH-
CTO3HBIE CTPYKTYpBI WJIM COJHMJHBIE THE3/1a B 0TeuHOM cTpome. Cocysl B odare Xpomo-
(hoOGHOr0 MOYEYHO-KJIETOYHOTO PaKa MPEHMYLIECTBEHHO CPEAHEro Kajaubpa, B OTIHYNE
OT MEJIKUX CHHYCOUIHBIX KalUJUIAPOB CBETIIOKJIETOYHONW KapIIUHOMBI. MOKHO BBIJEIUTH
IBa THMA KJIETOK XpOoMO()OOHOH KapUHHOMBI: KPYIHBIEC MOJUTOHAIBHBIE XpOMO(OOHEIE
KJIETKH CO CBETJIOW OOWJIBHON IMTOIJIa3MOHM, OTYETIMBBIMU KJIETOYHBIMU CTEHKaMH
(HamOMUHAIOIIMMH KJICTOUYHYIO CTEHKY pacTeHUi) U 0ojee MeNKue, C MeHBIINM KOJIHYe-
cTBOM 1MToIIa3Mbl. CodeTaHue STHX THIIOB KJIETOK XapaKTepU3yeT KIaCCHUECKU BapH-
auT xpomodobHoro paka (puc. 20-22).

Onyxouu, COCTOSIIUE U3 KIETOK C SIPKOH 303WHO(MIBHON [IUTOIIa3MOMN, OTHOCSTCS
K DO3WHOPMIHPHOMY BapHWaHTy XpoMo(poOHON KapmuHOMEI (puc. 23-25). Slmpa KiIeTok
000uX TUNIOB XpOMOGOOHOTO paka MOYKH OOBIYHO THIIEPXPOMHBIE, C HEPOBHBIMH KOHTY-
paMu, 4acTo BBISBISIIOTCS IBYSICpHBIC KJICTKH. B KieTkax ¢ 303MHO(UIBHON LUTOMIa3-
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MO¥ HEpeIKo MOKHO OOHApYKWTh MEPUHYKIICAPHOE MPOCBETIEHIE, KOTOPOE CUUTASTCS
JIMarHOCTUYECKUM KputepreM. Hanmnuue capkomaTouaHoi audepeHIMpoBKy U 00IIHp-
HBIX OYaroB HEKpO3a CBS3aHO C arpecCHBHBIM POCTOM W MeETacTa3HMpOBaHHWEM. Takum
0O0JIBHBIM MOET OBITh MOKa3aHa a/IbIOBaHTHAs Tepanus [27].

XpomodoOHasi modeyHass KapIHOMa HMMEET XapaKTePHBIH MMMYHOTHCTOXUMUYE-
CKHU TIPO(WITH, TTO3BOJISONINHA MPOBOAUTH NU(HEPEHITHATBHYIO THATHOCTHKY C APYTUMHA
onyxoismu nouku. Heo0xoauMo 0co0o MoauepKHyTh, YTO JaHHAS OMYXOJb HE SKCIIPEC-
CHUpyeT BUMEHTHH. B XpoMo¢oOHOI KapimHOME BBISBISIOTCS nuToKepaTHbl AE1/AE3,
UTOKEPATHHBI HU3KOTO MojekyisapHoro Beca u CK7. Bee xpomodoOHBIE KapIHHOMBI
JEMOHCTPUPYIOT MOJIOXKHUTEIBHYIO pEakIMio ¢ aHTtutenamMu K E-xaarepuny u oTpuia-
TelbHYI0 ¢ N-KaJIr€pvHOM B OTJIMYHE OT CBETJIOKJIETOUHOH KapuuHoMbl. Kpome ToroO,
XapaKTEPHBIM JIJIS1 3TOM KapIIMHOMBI MTOYKH SBIISICTCS] OTPULIATEIbHAS PEaKIHsI ¢ aHTHUTE-
namu k RCC u CD10 B 100% cnyuaes. Takxe HaI0 OTMETUTh HAJIUYKE MOJIOKUTEIBHOU
peaknuu ¢ antutedamMu K CD117 B OONBIIMHCTBE ciydaeB XpoMO(OOHOTO IMOYECHHO-
KJIETOYHOT'O paka.

B GonpmmHCTBE citydaeB AudGepeHITHAIBHYI0 THArHOCTUKY XpoMOoQOOHO# Kapiim-
HOMBI HEOOXOIUMO TIPOBOJIUTEL ¢ OHKOIUTOMOM. C 1942 mo 1985r 3TH OmyxoJu cocTaB-
JISUTA OJTHY HO30JIOTHYECKYI0 (DOpPMY M CYHTAIHCH JOOPOKAYeCTBEHHBIMHU.

OHKOLUTOMA (oncocytoma, 8290/0)

MakpoCKOTTMYECKH OMyX0Jib uMeeT Buf y3ia ot 0,3 1o 26 cm (cpenuuii pasmep 4,8-
8,1cM) KpacHO-KOPUYHEBOTO, PEXKE JKEITO-KOPHYHEBOTO HIIM CBETIO-)KEITOTO IBETa.
XapakTepHbl KPOBOUZJIHSHHSA, MOTYT OBITh KHCTHI, pacIpOCTaHEHHE B MapaHe(paIbHyIO
KJIETYaTKy U COCYIbl, UMUTUPYIOIEE MHBAa3UBHBIH POCT. MHOKECTBEHHAs! OHKOLIUTOMA
oTMedaercs B 13% ciryues.

Onyxosb TpeacTaBicHa MPEUMYLICCTBEHHO OKPYTJIBIMUA WM ITOJIMTOHAJIHHBIMH
KPYITHBIMH KJIETKaMH C IUIOTHOH 3€pHUCTOHN 303MHO(UIBHON IIUTOIIa3MOM, MOHOMOP)-
HBIMH SIIPAMH C TIBUIEBHIHBIM pacrpeielieHHeM XpOMaTHHA, EHTPaJIbHO PaCIIONIOKeH-
HBIM SIIPBIIKOM. KITeTKH pacroyiosKeHbl B THATMHU3UPOBAHHOW MM MUKCOUIHOM CTpO-
me. Taxke MOXHO OOHApYXHTh IBYSIEPHBIE KIETKH, KIETKH C BBICOKHM SIIIEp-
HO/IIUTOIUIA3MATHYECKUM HHJIEKCOM, ITOJIMMOP(QHBIMH THIIEPXPOMHBIMH SIIPAMH, Y4aCT-
K{ C BBIPQKEHHOH siiepHON aTunueil. Kimaccuueckuii BapuaHT OHKOLIUTOMBI XapaKTepH-
3yeTcsl COUeTaHWeM THE3]l OMyXOJEBBIX KIIETOK, CONUIHBIX TOJeH, TPaOeKyISIPHBIX TH-
xKeit (puc. 26 —28).

B psine cnyuaeB muddepeHnnanpHas AMATHOCTHKA CBETIIOKIIETOYHOW KapIIMHOMBEL,
XpoMo(hoOHOH KapIMHOMBI WM JOOPOKAYECTBEHHOW OHKOIIUTOMBI BBI3BIBACT 3HAUH-
TeJNbHBIE TPYIHOCTH. Takke mpoOIeMbl MOTYT BO3HUKATh PU MCCICI0BaHUN METACTa30B
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B IUM(AaTHYECKUX y37aax 0€3 BBIIBIEHHOI'O NEPBUYHOrO ovara. JJIs permeHus 3Tux mpo-
OJeM IPUMEHSAETCSI UMMYHOTHCTOXHMUYECKOE UCCIIEIOBAHUE.

OcHoBHBIME I} epeHInaTbHO-THarHOCTHYECKUMU MapKepaMH AJisl CBETJIOKJIe-
TOYHOT'O TOYEHYHO-KIeTouHOro paka sBisroTcs RCC, CDI10, nurtokepaTHHBI, SMUATEIH-
anpHBIA MeMOpanHblli anTureH (EMA) 1 BuMeHTHH. [Ipy CBETIIOKJIETOYHON KapuuHOME
00b19HO HabIOMaeTcs mooxuTenbaas peaknns ¢ LMW, CK18, PCK, AE1/AE3, EMA u
BUMEHTHHOM, HO oTpunartensHas peakunus ¢ CK7, CK19, CK20, kepaturom 34BE12,
CEA, S-100, HMB-45 u uarnounom [28]. Hago moguepkHyTh, YTO, IO TaHHBIM pa3iInd-
HBIX aBTOPOB, 3TH MapKephl IKCIPECCHUPYIOTCS HE BO BCEX CIydasX CBETJIOKJIETOYHBIX
KapuuHoM, Harmpumep kepatudH CAMS.2 — B 84%, AE1/AE3 — B 67%, EMA — B 64%,
BUMEHTUH — B 47%, a B HEKOTOPBIX 00paslax oTMedaaach IOJIOKUTEIbHAS PEAKIUs C
arTuTenamu k 6enky S-100 [29, 30] [Ipu npoBeaennn muddepeHInaIbHON AUaTHOCTUKU
METAaCTaTUYECKUX OIyXOJiell Hago 00S3aTeNIbHO YUYHUTHIBATh, YTO, HAIPUMEP, YPOTEIH-
aJlbHasi KapLUUHOMa 3KCIIPECCHUPYET BCE LUTOKEPATHHBI, XapaKTepHbIC AJISI CBETIIOKIIE-
TouHOM KapuuHOMBl U CEA, HO mpu 3TOM JaeT OTPULATENbHYIO PEAaKLUIO C aHTUTENaMU
k BuMeHTHHY U RCC; npu MeTacTa3ax MelaHOMBI — IIOJIOKUTEIIbHbBIE 00pa3Ibl C aHTUTE-
namu k Oenky S-100, antureny HMB-45 1 melan-A (HMB-45 MoxeT 3KkcripeccHpoBaTh-
Csl M TIPH HIEPBUYHOM CBETJIOKJIETOYHOM MOYEYHO-KJIETOYHOM pake). McciaenoBaHue 3Kc-
[IPECCHH KAATepUHOB B OIyXOJISIX MOYKH IOKa3ajo, 4yTo E-KaarepuH OTCYTCTBYET IIpH
CBETJIOKJICTOYHON KapIMHOME, HO IKCIIPECCHUPYETCsl KIETKaMU Kak XpoMOQOOHOH Kap-
LUHOMBI, TaK U OHKOLMTOMBI, a N-Kaarepus omnpenensercs B 58% HUccIel0BaHHBIX CITy-
qaeB [2].

Jns xpoModoOHOI KapIMHOMBI XapaKTepHa TaKkKe MOHOCOMUS XpoMocoMm 1, 2, 6 u
10, B TO BpeMs Kak 1T OHKOKIIUTOMBI — MOHOCOMHS TIO TTOJIOBOM XpOMOCOME (Harre Imo
Y), -1/1p- w/umm 14, tpancnokauuu t(9;11) u t(5;11), Hapymenus 11q13 (Toueunas my-
tanmsgs CCNDI) [31].

KAPIHIMHOMA N3 COBUPATEJIBHBIX TPYBOYEK (ITPOTOKOB BEJIJIMHU,
carcinoma of the collecting ducts of Bellini, 8319/3)

JlaHHBIN BapHaHT cocTaBisieT MeHee 1% BCEeX 3JI0Ka4eCTBEHHBIX OIyXOJIEH MOYKH.
o 1998r. 6but0 ommcano okono 200 ciyyaeB 3a00eBaHUs, CPEAHUN BO3PACT OOJIBHBIX
COCTaBJIST OKOJIO 55 JIeT, COOTHOIIEHHE MY 4UH U *keHmuH 2:1 [2]. KapuuHoma u3 co-
OupaTresbHBIX TPYOOUEK Yallle pacroaraeTcs B IEHTPAJIbHOM CEIMEHTE ITOYKHU, OHAKO B
OOJILIIMHCTBE CITy4acB PaclpOCTPaHsIETCS B CTOPOHY KOPKOBOTO BemiecTBa. OmucaHHbIE
OITyXOJIH BapbUPOBAIH OT 2,5 10 12 cM B nmuamerpe (B CpeqHEM OKOIIO SCM), MIMEIH ce-
poBaTO-0€NbIi IIBET U HEYETKHE TPAHULIBI, B YaCTU HAOJIOACHUN BBIIBICHO BPACTaHUE B
JIOXaHKY ITOYKH, MHOT/Ia MHBA3Us OYEYHOM BeHbl. OTMEUEHBl METacTa3bl B PErMOHAPHBIX
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TUM(}aTHUECKUX y371ax, JIETKUX, IIEYeHH, KOCTAX, HaanouedHukax. OmyXxoiab mpeacras-
neHa TyOYJSpHBIM WM TYOYJSIpHO-TIANIHIISIPHBIMH KOMIIOHEHTOM C BBIPaKCHHOM [ie-
CMOIUIACTUYECKOH peaknmell cTpoMbl. Kpome Toro, Moryt BcTpedaThCsl ManuIsIpHbIC
CTPYKTYpPHBI, YUYaCTKH COJUIHOTO POCTa, MUKPOKHUCTHI, BEPETEHOKJIETOYHBIH KOMITOHEHT.
B ToM ciyuae, eciii BepeTEHOKIETOYHBIN KOMIOHEHT COCTABISAET 3HAUMMYIO YacTh OILy-
XOJIH, €ro CIeoyeT PaclieHUBAaTh KaK CAKOMAaTOMAHBIA PaK B COUCTAHUM C KAPIMHOMOMW U3
npoTokoB bemmau. BOmu3u omyxonu oOBIMHO pacronaraeTcst o4ar XpOHUYEeCKOro BOC-
naneHus (puc. 29-32).

OOBIYHO KJIETKH 3TOTO BapHaHTa MOYEUHO-KJIETOYHOIO paka UMEIOT MPU3HAKU BbI-
cokoil 3nokauecTBeHHOCTH (3—4 mo Fuhrman, puc. 33, 34). TunuuHble KapUUHOMBI U3
coOupaTenbHbIX TPyOOUeK OTIMYAIOTCS IUIOXUM IPOTHO30M C MHOXKECTBCHHBIMU MeETa-
cTa3zaMH{ Ha MOMEHT ITOCTaHOBKH JuarHosa [32].

OTOT BapuUaHT KapIMHOMBI UMeeT TUIMUYHbIH WU X-nipoduib: omyxois SKCIpeccu-
pyet obmuit mutokepatud AE1/AE3, LMW CK, 34BE12 u CK19, EMA, BuMeHTHH, ar-
rmotuHuH ynutku (UEA-1) u nexktun apaxuca [24].

Jlns maHHOrO THUIMa OMyXOJM XapaKTepHa MOHOCOMHS XpOMOCOMBI 13 u nernenus
JUTMHHOTO TIIeda xpoMocomsbl 1 [33, 34].

MEAYJUISIPHASI KAPLHUHOMA (renal medullary carcinoma, 8319/3)

Kpaiine penko BcTpeuaromieecs 3JI0KaueCTBEHHOE SMUTETHATFHOE HOBOOOPa30BaHMe
MO3TOBOTO BeLIeCcTBA MOYKH. 3a 27-IeTHUI mepuon HabmogeHuid B MIHCTUTYTE maToso-
run BoopykeHHBIX cwi CIIA (AFIP) 6vmmo ommcano 49 ciaydaeB Memy IIpHONW KapIid-
HOMEI [35]. B HacTosmee Bpems omucano yxke 6oiee 160 ciayuaeB. 10 ObUIH MOJIOABIC
moau B Bo3pacte oT 10 1o 40 net (cpenHuit — 22 roxa), y My»XKYHH OITyXOJIb BBISBISIIACH
B 2 pasza yallle, YeM Yy >KEHIIHUH. XapaKTEePHbI MPEUMYILECTBEHHOE MOpa)KeHUE MpaBoOu
MOYKH, [IEHTPAIbHAS JIOKAN3aIusl paka, HHQpHUIbTpaTUBHAs (hopMa POCTa, UHBA3HS B TI0-
YEeUHBI CHHYC. B OONBIIMHCTBE CilydaeB OIyXOJEBBIN y3el OBUI IJIOXO OYepueH, ¢ 00-
HIMPHBIMA KPOBOUBIHMSIHUAMHU U HEKPO30M [36].

MWUKPOCKOITMYECKH OITyXOJIb TIPEICTaBIIeHa CONUIHBIMU TOSIMA WHOWUIBTPATUBHO-
ro HU3KO AuQdepeHITPOBaHHOTO paka. KiueTkn GopMHUpPYIOT TSHKU M THE31a, MHUKPOKH-
CTBI, TyOyJsIpHBIE CTPYKTYpPBI, MOKHO HaOJIONATh YYaCTKH, HAalOMHUHAIOLIHE OIYXOJIb
KEJIITOYHOTO MEITKa Ui (POKYCHl CApKOMaTOUAHOTO CTpOeHHs. B cTpome — BeIpaskeHHas
JIECMOIITACTHYECKAs PEeaklnsi U XOPOHUYECKOe BOCIalieHne, ovyarn Hekposa. Omyxore-
BbI€ KJIETKU XapaKTEPU3YIOTCs 303MHOGUIBHON 36pHUCTON IIUTOIIA3MOM, BBIPayKEHHBIM
SIIEPHBIM TTONMUMOP()HU3MOM, XOPOIIO PA3THYUMBIM SAPHIIIKOM, YaCTO BCTPEYAIOTCS MH-
TO3BI. KileTku MOTYT HarloMUHaTh pabIOuIHbIC.
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[IporHo3 MemyIIpHOTO paka HEOJArONPUATHBIN, CPETHSS IPOIOIDKHUTEIHHOCTh
JKU3HU TIOCIIe XUPYPTrUUECKOTO JICUCHUs COCTaBMWIA 15 HeAenb, XUMUOTEPANHsl YBEIUUU-
Jla BBDKUBAEMOCTh JIMIIh Ha HECKOIBKO MecsieB [37]. beuin BBIABICHBI Kak JTUMQOTeH-
HbIE, TaK M TE€MAaTOTCHHBIC METAcTa3bl B JIETKHE W IEYeHb. DTOT BApHUAHT IMOYECYHO-
KJIESTOYHOTO paka 0oJiee arpecCUBEH, YeM KapIIMHOMA U3 COOMPATEIIbHBIX TpyOouek [32].

MNOYEYHO-KJIETOUHBIN PAK, CBSI3AHHBIN C XP11.2-TPAHCJIOKAILIMEN
I'EHA TFE3 (Xpl11 translocation carcinomas)

OTOT BUJA KapUUHOMBI MTOYKH BCTPEYAETCS MPEUMYILIECTBEHHO Y ACTEH U MOJOABIX
mrozel (COCTaBIsisl, IO HEKOTOPBIM JTaHHBIM, TPETh [TOYEYHO-KIETOYHBIX KapIIMHOM 3TOH
BO3pacTHOM Tpynnsl [38]), onmucaHo NHIIb HECKOJIBKO CIIydaeB y JIML Oojee cTapLiero
Bozpacta [39]. Omyxonb 00BIYHO KENTO-KOPUYHEBAs], YACTO C HEKPO3aMH M KPOBOM3IHS-
HUAMHU. MHUKPOCKOIIMYECKH MOKET UMETh COCOUKOBOE CTPOEHHUE CO CBETIBIMU MJTH D03U-
HOQUIBHBIMU KJIETKaMH, HAIMYMEM MCAMMOMHBIX TeJell WM TMallHOBBIX BKIIOUCHUMH,
YYaCTKH COJIMHOTO POCTA, THE3[a KPYIHBIX KJIETOK CO CBETJIOH, 36pHUCTON IUTOIJIa3-
Moi. Majioe 4nciio KIMHUYECKUX HaOMI0JeHUI He MO3BOJISIET YBEPEHHO TOBOPUTH O MPO-
THO3€ JaHHOTO BapHaHTa IMOYEYHO-KIETOYHOI0 paka. B nccienoBaHHBIX Cirydasx OIMyXo-
71 OBUTH BBISIBJICHBI Ha MPOJBHMHYTHIX CTAIMIX, YTO MOXKET OBITh CBSI3aHO C MHJOJEHT-
HBIM TeueHHeM OoJie3HH. BO3HMKHOBEHHE 3TOH KapUHOMBI 00YCIOBICHO TPaHCIOKAIH-
ssMu xpoMocoMbl Xpll.2, Bomiekaromumu reH TFE3. B pesynbrare TpaHCIOKaIUMU
t(X;1)(p11.2;q21) BO3HUKAIOT XUMEpPHBIE OHKOTCHBI, OOpa30BaHHBIC CIUSHUECM TCHOB
PRCC wn TFE3, t(X;17)(p11.2;q25) renoB ASPL w TFE3, t(X;1)(pl11.2;p34) — PSF u
TFE3 [40].

MNOYEYHO-KJIETOYHASI KAPHMHOMA, CBA3AHHAS C
HEUPOBJIACTOMOM (carcinoma, associated with neuroblastoma)

JlaHHBIN BapHaHT HE UMEET T'MCTOJIOTHYeCKOol crerubuku. CTpyKTypa OIMyXoJid B
MOYKe OTINYaeTcs pazHooopasneM. Onucano Beero 18 ciydaes. BozpacT nmanueHToB 06U
MeHee 2 JIeT Ha MOMEHT yCTaHOBJIICHUS HEHpPOOJIACTOMBI, a CPEIHUN BO3PACT Pa3BUTHS
MTOYEYHO-KJIETOUYHOW KapIMHOMBI cocTaBmi 13,5 roxa (ot 2 mo 35) [41]. B 4 caywasx
OITyXOJIb TIOYKH ObLTa ABYXCTOPOHHSS. ['MCTONOTHYECKUEe BapUAHTHI OTMEUYaINCh Pa3HO-
oOpasHble. Yarie BRIBIAIOTCA MANWIISIPHBIE WM COJMMIHBIE YYaCTKH POCTa, MOCTPOEH-
HBbIC U3 KPYIHBIX, «OHKOI[MTOMJIHBIX» KJIETOK C OOMJIBHOW 303MHOMUIBHON IMTOIIA3-
MoOH. SlmepHBIA TOTUMOP(HU3M TOCTATOYHO BHIPAXKEH, XOPOIIO BHIHBI SIPHIIIKA, OTIPE-
JETSIOTCS MUTO3BL. Y 5 MaleHTOB OBLIH BBISBICHBI METACTA3bl B TUM(ATHYSCKHUE Y3IIbL,
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[IeYeHb, IUTOBUAHYIO JKEJIe3y, HalllOYeUYHUKH 1 KocTu. IIporso3 xoppenuposa co cra-
IMel, HaTM4YieM BBIpaKeHHOH sffepHON aTunuu. Bo3aMoxHO, Tepanus, mpuMeHsemMas pu
HelpoOyiacToMe, UrpaeT poib B NMATOr€HE3€e MOYEUHO-KIeTOUHOoro paka. Oxnako y 1 ma-
[MCHTA JICUEHNE HE MPOBOAMIOCH B CBSI3H C 3aIMyNICHHOW CTaaueil HepoOIacTOMBI, a y
JpYroro KapUuHOMa IOYKH Obla BBISABICHa CHHXPOHHO [42]. BepodTHo, nMeeT mMecTo
HACJICIICTBEHHBI I'€HETUYECKUI CHHIPOM, OJHAKO 3TO NPEANOJOXKEeHUe TpeOyeT Aajb-
He#mero usyuyeHus. LluroreneTndyeckuil aHaau3 BBIABUI B 2 CIIydasX MHOKECTBEHHBIE
JENEeMH B PA3IMYHbIX XPOMOCOMHBIX paiioHax [43]. MukpocaTeIsINTHBIA aHalu3 C HC-
MOJIb30BaHUEM MOJMMOP(GHBIX MapKepoB Ha 3 o0pas3lax OMyXOJH BbISBUI MHUKPOCATEN-
JUTHYIO HeCTaOMIBHOCTD JIoKyca 20q13 [42, 44].

MYHOUHO3HAS TYBYJIAPHAS U BEPETEHOKJIETOUYHAS KAPIIUHOMA
(mucinous tubular and spindle cell carcinoma)

Oto BhICOKOAM(GEepeHINPOBaHHAs MOTUMOp(hHAs dMUTEIHaIbHAs OIyXO0Jb MOYKH.
PazBuBaercs u3 mucrampHOTO OTHENa HedpoHa. CpemaHuii Bo3pacT OOMBHBEIX — 53 rona,
COOTHOILICHHE MYXYMH M >KeHIUH 1:4 [45]. Omyxonb OOBIYHO MpEACTaBIICHA YETKO
OUYEPUYEHHBIM y3JIOM CEPOTO WJIH CBETIO-KOPUYHEBOTO IBETa. MUKPOCKOMHYECKH Tpe/I-
CTaBJIeHA BBITSHYTBIMU TyOYJIApHBIMU CTPYKTypaMH, pa3IelIeHHbIMH MPOCIOUKaAMH MY-
UUHO3HOU cTpoMBl. CTeleHb aHaIula3uu 3TUX KapUUHOM OOBIYHO HEBBICOKas: Mpeodia-
JAroT HEOOJBIINE OKPYTIIbIe MOHOMOP(HEIE Aapa. B omyxomm MO>KHO OOHApYKUTh TICHH-
CTBI€ KJIETKH, €IUHUYHBIE [ICAMMOMHBIE TEJbIla, O4YaroBble TUMGOUIHBIE HHPUIBTPATHI
(puc. 35-37). BepeTeHOBUAHBIE KIIETKA WHOT/IA CUMYJIHPYIOT JEHOMHUOMY HIIH CapKOMY.
[Iporuo3 KapIHOMBI 3TOTO BHA, KaK MPaBMIIO, OIaroNpHUsTHBIHN, OMKcaH JUllb 1 ciydait
¢ MeracTtazaMu. [Ipu reHeTHYeCKUX MCCIeJOBaHUIX BBIIBISIOTCS KOMOMHAIMH pa3iny-
HBIX TTOBPEKICHUH, BOBJICKAIONTUX XPOMOCOMEI 1, 4, 6, 8, 13 u 14 [46].

OOJVINKYJISAPHAA KAPOUHOMA (follicular carcinoma)

Onyxons onucana B 2004 roay, Ha HaCTOAILIMI MOMEHT 3aperucTpupoBaHo 19 ciy-
yaeB 3a0oneBanus. CpeHUI BO3pacT MalMeHTOB cocTaBiseT 45 ner. OmyXoib COCTOUT
u3 ¢1ab0 MoMMOP(HBIX KICTOK ¢ aM(POoUILHONW WIIM 303MHOPHILHOW INTOILIA3MOM,
(hopMupyOIIMX Makpo- 1 MUKpod oKy sl (puc. 38, 39).

B 50% ¢onmukynoB oOHapyKUBaeTCsSI KOJUIOMIOTOAO0HOE BEMIECTBO. YYaCTKH Ta-
MUUIPHOTO POCTa UM CBETJIOKIETOYHBII KOMIOHEHT He onucassl. [Ipy uMMyHOrucTO-
XUMUU YacTh omyxojeil sxcnpeccupytor CK7, CD10; B yacTu peakuusi ¢ BAMEHTHHOM,
CD56, CD57, RCC otpunarenbHa; Bce HCCIEIOBaHHBIE CIydau HE 3KCIPECCHPYIOT
TTF1.
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YPOTEJHUAJBHBINA PAK TIOYKH

3mokavyecTBEHHOE HOBOOOpPA30BaHUE YPOTENHs, XapaKTepPHU3YIOIeecss CTPYKTYPHOM
U AJIepHOM aTUIMEW, Ha OCHOBAHMHM KOTOPOW OCYIIECTBIISIETCA I'pajaiusi OmyXoJjei 1o
crenieHn Au(HepeHIPOBKH. YPOTEIHANBHBIA paK TOYKH JIOKAIW3YETCS B YallleqHO-
nmoxaHo4yHOH cucreMme. [luddepeHnmanbHas AMarHOCTUKA YPOTEIHAIbHOTO U MOYEYHO-
KJIETOYHOTO OOBIYHO HE BBI3BIBACT CIIOKHOCTEH MpPH COOJIOJCHUM NPaBHJI BBIPE3KH U
MapKUpoBKH Matepuana. OJHako riryOokas WHOUIbTPAIUS MapEeHXUMbI MOYKH U pa3-
JUYHBIE BApUAHTHI POCTA MEPEXOTHOKIETOYHOTO paka MOTYT OCJIOKHHTD HCCIIETOBaHHE.
Jnst yporenuansHON KapIMHOMBI XapaktepHa dkcnpeccust CK7, CK20, CAMS.2, CK5/6,
CK14, CK17.
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HACJIEACTBEHHBIE CUHAPOMBI

HacnencrBeHnslil, nim ceMelHBIN, pak MOYKH ompenensercs B 4% Bcex KapIuHOM
MOYKH ¥ CBSI3aH C HACJCICTBEHHBIMU HEOILIACTHYCCKUMU CUHAPOMAMHU, I OOJIBIIHH-
CTBa M3 KOTOPBHIX XapaKTepHbI Te€pMHUHAIBHBIC HACIEJACTBEHHBIE MYTalldd B COOTBET-
cTBytomux renax [47]. [Ipu kaxmoM U3 CHHIPOMOB MMEETCS MPEapacioioKEHHOCTh K
OTPE/ICICHHOMY THITy TOYCYHOW KapiuHOMBI. OMyXO0Ju HEPEIKO MHOXKECTBCHHEIC, OU-
JaTepanbHbIe; BOSHUKAIOT B MOJIOJIOM BO3pacTe.

BOJIE3Hb VON HIPPEL-LINDAU (VHL)

Bone3ns Hacnemyercsi IO ayTOCOMHO-IOMUHAHTHOMY NPHHLUILY, XapaKTepHU3yeTCs
pa3BuTHEM KanmwuIApHBIX reManruno6sactoM [IHC u ceryarku riasa, CBETIOKIETOYHOTO
MOYEYHO-KIETOYHOTO PaKa, (PeoXpoMOLHUTOMEI, OMyXOJel MOMKEeTyIOYHOH Kee3bl U
BHYTpeHHero yxa. I[IpuumnHoi pa3BuTus cuHApOMa ABJsIeTCS OuajienbHas MHAKTUBALNA
reHa-cylpeccopa omyxojesoro pocra VHL, pacnonokeHHOTO Ha KOPOTKOM ILIede Xpo-
MocoMbl 3 (3p25-26). OnuH amenb 3TOTro TeHa TMOBPEXKIAeTCS B pe3ysbTaTe Hacle-
CTBEHHOW TepMHUHAIBHON MyTallMM, a JPYrod TepseTcs yXe B OINYyXOJIM B pe3yJibTare
MPOTSHKEHHOM JlesIely (MOTepsi TeTEPO3UTOTHOCTH) HIIH TIOBPEXKIACTCS BTOPOH MyTallu-
e, 160 ero MpoMOTOpHAs 00JacTh HOABEPTaeTCs TMIIEPMETHIMPOBAHUIO, YTO IPUBOAUT
Kk wHakTuBanuu reHa VHL [20]. [lopaxenue mouek mpu VHL-cuuapome mposBiseTcs
HaJIMYUEM KHUCT WIH CBETIOKIETOYHOIO MOYEUHO-KIETOYHOTO paKa, OOBIYHO MyJIbTH(]O-
KaJIbHOTO W OmmarepanbHOro. CpemHUH BO3pacT MAIUEeHTOB — 37 JIET, TIPU 3TOM TeMaH-
ruo0JacTOMBI MOSABISIOTCS PaHbIIE MOPaKeHUs! Modvek. JlaHHas KIMHUYecKas KapTHHA
xapakrepHa g Oone3nu 1-ro tuma. [lpu VHL-cuaapome 2-ro Thma paHbIne IpyTrHx
BO3HHKAET (PEOXpPOMOIIUTOMA HAIOYCUHHKA, & OMMyXOJH APYTHX JIOKAJIH3alWil pa3BUBa-
10TCs peako [34].

HACJIEJICTBEHHAS MATIMJVISIPHASI TIOYEYHO-KJIETOYHASI KAPLIM-
HOMA (HPRC)

3aboseBaHue HAacIeqyeTCs 10 ayTOCOMHO-JOMHUHAHTHOMY MPHHLUITY, XapaKTepu3y-
€TCsl pa3BUTUEM OMIIaTepaTbHBIX MOYEYHO-KIETOYHBIX MAaNMUIIPHBIX KapUWHOM THMa 1,
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OT MHKPOCKOIINYECKUX IO KIMHUYECKH 3HAaUMMBIX 110 pa3Mepy OIlyxoiiel. B ocHoBe pas-
BUTHUS paKka JISKUT FepMUHAIbHAS aKTUBUPYIOIIAas MyTalus B npoTooHkorene MET, no-
kanmu3yromeMcs: B xpomocome 7q31. 'en MET xomupyet perienTop ¢akropa pocra rema-
TOUUTOB. MyTaluu B 3TOM I'€HE MPU HACJIEICTBEHHON MaNWUIIPHONH KapuuHOMe Tuna 1
AKTUBUPYIOT THUPO3MHKHHA3HBINA TOMEH PELENTopa, YTO MPUBOAUT K CTUMYJISALUU Kile-
TOYHOU TIpoiudepariii W WHBa3WBHOMY poCTy KieTok [49, 50]. JIlmarHocTmka 3TOTO
HaCJIEICTBEHHOTO 3a00JIeBaHMs 3aKJII0YAaeTCsl B MACHTU(HUKAINN aKTUBUPYIOIIEH MyTa-
LU, KOTOpasi 0OBIYHO JIOKaIM30BaHa B 15-21-M sk30Hax rera MET, KOAUPYIOIUX THPO-
3MHKUHA3HBIA JIOMEH peLenTopa.

HACJIEJCTBEHHBII JJEMOMUOMATO3 U TOYEYHO-KJIETOYHbBIN PAK
(HLRCC)

AyTOCOMHO-IOMHHAHTHBIN OITyXOJIEBBIN CHHIPOM, 00YCIOBIEHHBIN repMHUHAIBHON
MyTanuei B rene FH, pacnonoxkeHHOM B xpoMocome 1q42.3-q43. bonesHp xapakTepusy-
eTcs MPEApPacIoIOKEHHOCTBIO K T0OPOKaueCTBEHHOMY JICHOMHOMATO3y KOXH U MaTKH,
pPa3BUTHUEM JBYCTOPOHHUX MAaMWUIAPHBIX ITOYEYHO-KIETOUHBIX KapIMHOM M pPaHHUX
neriomuocapkoM matku [51, 52] Ilpu HLRCC-curmpome pa3BuBacTcsi OOBITHO TAIHII-
JISIPHBIH pak Tumna 2 ¢ rpaganueit saep no Furman 3—4.

CHUHAPOM BEPT-XOIT-ABIOBA (BIRT-HOGG-DUBE SYNDROME - BHD)

Cungpom BHD mposiBnsieTcss MHOKECTBEHHBIMHU JTOOPOKAYECTBEHHBIMH OITYXOJISIMH
BOJIOCSIHBIX (DOJUTMKYJIOB KOXKM. Y YacTH MAalMEHTOB Pa3BUBAIOTCS DIUTEIHAILHBIEC OITy-
XOJIM HOYEK, Jalie XpoMOo(pOOHbIE U CBETIOKIETOUHbIE KapIIUHOMBI, OHKOLIUTOMBI, KPOME
TOTO, MOTYT OBITh KUCTHI B JIETKUX, MHOKECTBEHHbIE JIUTIOMBI [53]. KiimHMueckne cumn-
TOMBI O0JIC3HH MPOSBISIIOTCS NPUOIU3UTENBHO B 50 JIeT ¢ HaTMYUeM y NauueHTa B cpel-
HEM 5 OIyXOJIEBBIX OYaros.

[IpuumHON cHHIpOMA SBIAIOTCA MYTallMM B I€HE-CYIPECCOpe OIYXOJEBOI0 pOcTa
BHD, nokanu3oBaHHOM Ha Xxpomocome 17 B obmactu 17pl1.2. I'en BHD cogepxur 14
9K30HOB, KOTOPBIE KOAUPYIOT Oenok ¢oumkynuH [54]. Bce myrainuu, BBISABICHHBIE Ha
CETOHSIIHUN ACHb, IPUBOIAT K oTepe GyHKLUUH Oernka.
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KOHCTUTYIIMOHAJIBHBIE TPAHCJIOKAIIUU XPOMOCOMBI 3

HacnencTBeHHBIN OITyXOJIEBBIM CHHIIPOM, CBSI3aHHBIA C MOBPEXKICHUSIMH XPOMOCO-
MBI 3 XapaKTepru3yeTcs MOBBIIIEHHBIM PHCKOM Pa3BUTHSI IIOYEYHO-KIETOYHOTO paKa. Tum
KapIUHOMBI TIPH 3TOM CHHAPOME CBETIOKIICTOYHBIN, OIyXOJIA MOTYT OBITh OJJUHOYHBIMU
WM MHOKECTBEHHBIMH, YHIIATEPATHHBIMH HIIH OMIIaTepaabHBIMU.
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METAHE®POUJIHBIE OITYXOJIN

METAHE®POUIHASA ATEHOMA (metanephric adenoma, 8325/0)

Onyxons omucana B 1980-m romy kak HedporeHnas Hedpoma [55], HacTosmiee
Ha3BaHUE TOJNyYHMJIa W3-3a HAIMYUS CTPYKTYp paHHeW MeraHedpanpHOU muddepeHmn-
poBku. IIpuHATO cuMTaTh, 4TO MeTaHE(pPOUIHAS aACHOMA Pa3BUBACTCS M3 MPOKCHMAIIb-
HBIX OT/IEJIOB KaHAJBIIEB 3apOBIIIICBOM ITOYKH MIIH He(DPOTSHHBIX TshKel [56].

OmyXoib BBISBIACTCS Y MAIIMEHTOB 5-0i U 6-0U AeKajsl KU3HU (0T 15 mecsmes a0
83 ner), mpeumymiecTBeHHO y >keHIIHH (2:1). [lopaxkeHne 0OBIYHO OTHOCTOPOHHEE, MAaK-
POCKOIIMYECKH TPEACTABICHO COJMUTAPHBIM CEPOBATO-KEINTHIM Y3JIOM, OTTPaHUYEHHBIM
TICEBOKAICYIION;, cpenuuii auametp — 5,5 cM (ot 0,3 1o 22 cM). MOTyT BBISBISATHCS
KaJIbI[THATHI U HEOOJBIINE KUCTHI.

[Ipu nccnenoBaHUy Ha MaJIOM YBEIMYEHHUH, MOKET ITOKA3aThCs, YTO OMYXOJb Xapak-
TEPU3YETCsl CONUAHBIM POCTOM, OJHAKO MpH ONIMKadIlleM pacCMOTPEHUH 3aMETHBI Medl-
KHe alHapHBIE CTPYKTYPHI, pa3/leleHHbIE MPOCIONKaMU OTEYHOTO HIIN THAITHHHU3HPO-
BaHHOTO MaTpukca. KieTku MoryT opmupoBats TyOynbl WM THE3[a, COMUAHBIC OIS,
MHUKPOKHCTHI, BBICTIIAHHBIEC YIUIOIMICHHBIMH OITyXOJIEBEIMH KieTkamu. YacTo B Omyxoiu
00HapyXHUBAIOTCS MaMUUIAPHBIE CTPYKTYPBI C ICAMMOMHBIMHU TelbllaMu. KieTkn xapak-
TEPU3YIOTCS OKPYTIJIBIM WJIM OBOWIHBIM SIAPOM, HEMHOTO OOJbIIE TUMQOIHUTA, HHOT/A C
[EHTPAIBHBIM paclieruieHneM. XpOMaTHH HEKOHACHCHUPOBAH, SAPBIIIKA OTCYTCTBYIOT,
(urypsl MUTO3a peIKH WU OTCYTCTBYIOT BoBce. L{uTomnasma oxcudmibHba. Omyxoe-
BbIE KJIETKH OJTU3KO PacIoIoKEeHBl U HHOT/IA HaCTauBaroTCs IpyT Ha apyra (puc. 40, 41).

[Ipu 351eKTPOHHOM MUKPOCKOIHNH BHUIHO XOPOIIO Pa3BUTYIO 0a3albHYIO IJIACTHHKY,
KJIETOUHBIE KOHTAKThI, MUKPOBOPCHHKH, OOpallleHHbIC B MPOCBET aunHycoB. Juddepen-
HHUAJIBHBIA JIUATHO3 CIIEyeT MPOBOAUTH C COJMAHBIM BapuanToM nanuiuisipHoro IIKP u
omyxonbpio Wilms ¢ mpeobnanaHueM 3MUTETHMOUIHOTO KOMIIOHeHTa. Meranedpounanas
aZleHOMa XapaKTepHu3yeTcsl oTpuuarenbHoil skcrpeccueit EMA, panemasel, CK7, nono-
)uTenpHOU peakiueit ¢ WT1, CD57 [57].

MertandpouaHas aneHoMa OTHOCHUTCA K TOOPOKAueCTBEHHBIM OIYXOJISIM, OJIHAKO
OIMCAaH CIy4yail MEeTacTa3MpOBaHUS B TUMQATHUECKUH y3en mpH 3Toi omyxonu. JlaHas
cUTyalus ObUTa pacIieHeHa Kak MeTacTa3 IpecyllecTBYyIomieh omyxonu Wilms, «mo-
3peBIIei» 10 MeTaHehpOouaHOM ageHoMbl [58, 59]. [Ipyrue coueraHusi co 3J0KaYeCTBEH-
HBIMH OITYXOJISIMH TTOYKH OOBIYHO HE BBI3BIBAIOT AMATHOCTHYECKHUX TPYIHOCTEH.
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METAHE®POUIHASA CTPOMAJIBHAS OINYXOJIb (metanephric stromal tu-
mour, 8935/1)

JloGpokadecTBeHHasi OMYXOJb, BCTPEYAIOIIASCSH MPEUMYIIECTBEHHO Y JeTei OT
TpyAHOTO Bo3pacTta 10 15 net, cpenHuil Bozpact — 12 net [60]. Makpockonuyecku oImmy-
XOJIb IIPEJCTABIECHA A0JIbYAThIM (PUOPO3HBIM y3JI0M, C HAJIMUYUEM KHCT, HEPOBHBIM KpaeM
B MO3TOBOM BelllecTBe MOYKH. OMyX0ib Yallle 0JHOCTOPOHHSS, CPETHUM TUaMeTp ScM.

MUKPOCKOIIMYECKN XapaKTepHbl BEPETEHOBUIHBIE KJIETKH C TMIIEPXPOMHBIMHU SApa-
MU U HEPaBHOMEPHO BBITSHYTOM LUTOIMIa3MOM [57], MOTYT BCTpEUaThCs SIMUTETUONTHBIE
kieTkd. OmyXoJieBbIe KIETKH 00pacTaloT KaHaJdbLbl U COCYABI, POPMUPYS CTPYKTYPHI MO
TUITY TyKOBOM IIETyXM» WU YYaCTKH MHUKCOMATO3a CTPOMBI, YTO XOPOILIO BBIABISECTCSA
MpU MajioM yBelnndeHuH. B 1/4 ciydaeB pa3BHBaeTCs TUIIEPILIA3US KIETOK IOKCTarioMe-
PYJIIPHOTO ammapara, 4TO MOKET MPOSIBIATHCS CTOMKOM runepreH3uei. B kaxxmoil msaToit
OITyXOJIM MOXHO OOHApy>KUTh YYacTKH XPSILIEBOH WM TIMaIbHOW A (EepEeHIMPOBKH.
UmmyHnodeHoTnn MetanedpouaHoil crpomanbHOi omyxomm: CD34+, CK-, S100-,
JECMHH -.

METAHE®POUIHASA AAIEHO®PUBPOMA (metanephric adenofibroma, 9013/0)

Penxas omyxoib MOYKH, pa3BUBAIOIIASICS MPEUMYIIECTBEHHO y AeTed (0T 5 Mec 1o
36 net, cpenuuii Bo3pacT — 30 mecsnes). ConurapHas OMyXO0JIb MO3TOBOTO BEIIECTBA
noyky, pazmepom oT 1,8 1o 11 cm (cpennuii nuametp 3,9cm), ¢ KenTo-0ypoil moBepXHO-
CTBIO pa3pe3a, MEJIKUMHU KHCTaMHU. YYacCTKH HEKPO3a WM KPOBOM3IUSHHA OOBIYHO CBH-
JETEeILCTBYIOT O coueTaHHOM omyxoyn Wilms [59].

OmnyxoJb npeAcTaBieHa SIUTEINAIbHBIM (MICHTUYHBIM METaHEe()POUIHON afeHOME)
U CTPOMAJIbHBIM (MACHTHYHBIM MeTaHE(PPOUAHON CTPOMAIBHON OIYXOJH) KOMIIOHEHTA-
MH, COYETAIOLIUMHUCS B PA3HBIX IPONOPIUSIX. MUTOTHYECKAs aKTUBHOCTD AMUTEINATIBHO-
ro KOMIIOHEHTa MOXKET BapbUPOBATh B IpeesiaX OJHOW OIyXOJH: HapsiAy C Y4acTKaMH C
HU3KOM MHUTOTHYECKOW aKTHMBHOCTHIO MOTYT BCTPEUAThCS OYard, coaep:kamue Ooiee 5
MUTO30B Ha 20 moneit 3perns. B omyxomnsix BeIsBiseTcs croiikoe nuddy3Hoe OKparmBa-
nue CK7 u EMA.

Hcxon 3aboneBaHus IpU paiuKalbHO BBHIIIOJTHEHHOW OINEpAlld XOPOIIHMA, HE 3aBH-
CHUMO OT MUTOTHYECKOH aKTHBHOCTH.

METAHE®POUJHAA AAEHOCAPKOMA

Omnwucan onuH cirydait 3aboneBanus [61].
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HE®POBJIACTHYECKHE OIIYXOJIN

HE®POBJIACTOMA (OIIYXOJIb WILMS, nephroblastoma, 8960/3)

IlepBoe cooOuieHne 0 CMELIaHHON 3710KAYE€CTBEHHOW OIyXOJIH MOYKU MOSBHIIOCH B
1814r. Omyxoms Wilms coctasnsieT okono 8% Bcex omyxoJieil 1eTckoro Bo3pacrta u 85%
3JI0KaUYeCTBEHHBIX OINyxosied B meavarpuu. Yame omyxoib Buiabmca ogHOCTOpOHHSAA,
OJMHOYHAsI, ONHAKO B 5% cilyuaeB NOpakeHHUs OuiaTepaibHble, CHHXPOHHBIE U Me-
TaxpoHHble. HedpobiacToMma pa3BuBaeTCs U3 MOJMIOTEHTHBIX Heau(depeHIMpoBaHHBIX
3apOMBIILEBBIX KJIETOK, IPUMUTHBHOTO SIHUTENNS U CTPOMAIBHBIX KOMIIOHEHTOB.

OnyxoJb IpeACTaBICHa OKPYIJIBIM, Y€TKO OYEPUEHHBIM y3JIOM, 9aCTO OTTPAHUYEH-
HBIM OT OKpY>KaIOLIMX TKaHEW ICEeBOKAICyJol, Ha pa3pe3e IBET OT CBETJIO-CEPOro A0
Oyporo. KoHcucTeHIHSI 3aBHCHUT OT CTEIECHU 3PEJIOCTH KOMIIOHEHTOB OITYXOJIH.
HedpobmacToma 00bIMHO MpelicTaBIeHa TPeMs KOMIIOHEHTaMHU pa3HOW cTerneHu nudde-
PEHLIMPOBKH: OJacTEMOM, SnHUTENneM, CTpOMOi. biiactema cocTOUT U3 MENKUX, KPYTIIBIX,
IUIOTHO PACHOJIOXKEHHBIX KJIETOK C MajbIM KOJIMYECTBOM LUTOIUIA3Mbl U HE3HAYUTEIIb-
HBIMU TIpu3HaKamu JudQepeHuupoBKu. SAnpa OKpyrioil WM MOJUTOHATIBHON (OPMEL,
OJMHAKOBOI'0 Pa3Mepa, XpOMaTHH KOHACHCHUPOBAH, XOPOIIO 3aMETHBI SAPBIIKH, OOBIYHO
MHOTO (QuUryp murosa. Bapuantsl pocra 6macrembl: 1uddy3HbIH, y3EIKOBBIH, 3Mee00pa3-
HBIH, 0a3aJOMIHBIN, — YaCTO COUETAIOTCS B Mpefesax OJHOM OIMyXoiu. DNMUTeIHalbHbIN
KOMIIOHEHT INPEJCTaBIeH TYOYJSIPHBIMH CTYPKTYPaMH, HOBTOPSIOIIUMH MeTaHE(DPUTH-
YeCKYyI0 CTaJUI0 Pa3BUTHUS IOYKH, peXXe TIOMEPYJSIPHBIMUA B KOTOPBIX MHOTZAa OOHapy-
KHUBACTCSI METAIUIA3Us SMUTENNA (IIOCKOKIETOUHAas!, KumedHas). CTpoMaIbHbI KOMITO-
HEHT Yalle MpeACTaBIeH TOHKUMHU BBITSHYTBIMU KJI€TKaMH, HAIIOMHHAIOIIUMHU IMOPHO-
HaJIbHYI0O ME3EHXHMY, HEPEAKO B CTpOME MMEIOTCS HeaudQepeHInpoBaHHbIE MOnepey-
HO-TIOJIOCATHIE MBITIITEI (prc. 42 — 45).

NmmyHOTHCTOXUMHYECKHE MapKephl onmyxoiau Wilms He M3BECTHBI, 4acTO OOHapy-
XKHUBaeTCs MOTeps KOPOTKoro mreva 11 xpomocomsl (J1okyc reHa-cymnpeccopa WT1).

IIporxo3 3a0oeBaHus 3aBUCUT OT CTaAWMU WM rucrojoruu omyxonu. K nebmaronpu-
ATHBIM MPU3HAKaM OTHOCATCS sifiepHast aHaMa3us, pa3BUTHE BTOPUYHON KapIIUHOMBI HIIH
capkoMbl BMecTo HedpobiaacToMbl. OMyX0Jb YyBCTBUTEIbHA K XUMHOTEPAINH, €CIIH HET
BBIPA)KCHHOU SAZIEPHOM aHAIUIa3uu.
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HE®POBJIACTOMATO3 (nephrogenic rests)

Hedporennsie Tsoku 00HapYyKUBarOTCSl B TKAHU MOYKU MeHee 4eM B 1% aytomcuit
W SIBJISIFOTCSL PE3YJIbTATOM aHOMAJbHOM MHTpaluy dMOPHOHATIBHBIX KJIETOK. BO3MOXHBI
ZIBa XapakTepa pocTa: NepuiIoOyJspHBIA W WHTpanoOynsapHbiid. [lepBriii pacmonaraercs
CyOKamcCyJsIpHO, MPEACTABICH OJIACTEMOH, SMUTEIINEM M OTEUHOH cTpoMoil. B oTmmume
oT He(ppobIacTOMBI, SNUTEINNH HEYPOTEHHBIX TAKEH HE CTPOUT XapaKTEPHBIX CTPYKTYD.
B smutenuu u B OGmacteMe BBICOKas MpojiuQepaTHBHAs aKTHBHOCTh. MHTpamoOysspHbIe
HE(QpPOTEHHBIE TSDKM MOTYT pacriojiaraTbCsi B JIOOOM OTAEE TMOYKH, CPEId COXPaHHBIX
HE(POHOB U KaHAIBIEB, B CHHYCE ITOYKH, CTCHKY YalleYHO-JIOXaHOYHOW CHUCTEMBI, CO-
CTOSIT M3 KJIETOK Pa3HBIX THUIIOB M pa3Ho# 3penoctr. HedpobimacTroma u3 HHTpanoOysp-
HBIX HE(PPOTEHHBIX TKEH pa3BHBaeTCd 4alle, YeM M3 NepuioOynspHBIX. B cBs3m ¢
PUCKOM pa3BUTHUSI MHOXECTBEHHBIX HedpobiacToMm (HedpoOrmacromaros3a), TAKUM TallH-
€HTaM MIPOBOIUTCS XUMHUOTEPAIIHSI.

HE®POBJIACTOMA C KUCTO3HOM TU®PEPEHIIMPOBKOM (cystic partial-
ly differentiated nephroblastoma, 8959/1)

OnyxoJb MpeicTaBlIeHa XOpOLIo OTIPaHUYEHHBIM Y3JI0M AraMeTpoM 1o 18 cM, Ha
paspese IpeACTaBICHHBIM MYJbTHKHCTO3HBIM 0Opa3oBaHMeM. KucCThl BBICTIAHBI YIIJIO-
LIEHHBIMH KyOMYECKMMHU 3JIEMEHTaMU WM KJIETKaMH B BUJE «CAaIllOXKHBIX I'BO3ZICH», B
CTeHKaxX OOHapy>KMBAIOTCS THIIMYHBIC KOMIIOHEHTH Hedpobimactombl. Bosmoxno ¢op-
MHPOBAaHUE COCOUYKOB B IIPOCBETE KHUCT.

BPOXJIEHHASA ME3OBJACTUYECKAS HEO@POMA

CocraBnsier 4% IOETCKUX 3JI0KaYeCTBEHHBIX OMyxoJiedl moyku. OOBIYHO OAHOCTO-
pOHHSAS conuTapHas onyxoib 0,8 — 14cM, yacTo BOBJIIEKaroIlasi MOYEYHBIN cuHyc. Boige-
JISIIO JIBA BapUaHTa OMYXOJIU: KJIACCHYSCKUI U KiIeTouHbIA. Kiiaccuyeckuil BapuaHT mpej-
ctaBiieH ¢pubpodracramu/mMmuodudpodIacTaMu, COOPaHHBIMU B ITyYKH C PEIKUMU MHUTO-
3aMU; HEOTJIMYUM OT He3pesoro pubpomarosa. Onyxosib HHOUIBTPUPYET TKAaHb MOYKH,
pacmipocTpaHsisich sS3bIKaMu B BopoTa. KieTounas Hedpoma HeOTIMYIMMa OT WH(AHTUIIb-
HOH (uOpocapKOMBI. ITOT BapHUaHT OIYXOJH MOCTPOCH M3 TUIOTHO PACIOJIOKECHHBIX TsI-
KeH MEJNKUX KJICTOK C BE3UKYJISPHBIM SIIPOM M MUHUMAIIBHBIM KOJIMYECTBOM IMTOTLIA3-
MBI.
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ME3EHXNMAJIBHBIE OITYXOJIN

PABJOUJTHAS OITYXOJIb ITIOYKH (rhabdoid tumour, 8963/3)

PabmonnHas omyxonb cocTaBisieT okoio 2% omyxoleil modek IEeTCKOTo BO3pacTa.
Cpennuii Bo3pacT MarueHToB — 1 Toxa, a B TEUCHHUE MEPBBIX 2 JIET TUATHOCTUPYIOTCS 10
80% pabmonaHbIX omyxolyiell. MakpOoCKOMUYEeCKH OMyXOjb IMPEACTaBICHA MpEeUMYIIle-
CTBEHHO COJUTAPHBIM y3J0M. lIpr MHKpPOCKOTTMYECKOM HCCIIEZIOBAHWUH BBISABIISIOTCS TH-
KU KPYIHBIX MMOJUTOHAIBHBIX OJIM3KO PACTIONOKEHHBIX KJIETOK C XOPOIIO Pa3IuIuMbIMU
rpaHuriaMn. B spe 0OBIMHO MPHCYTCTBYET OJUHOYHOE SAPHIIIKO C BaKyOIblO, B IUTO-
I1a3Me MOTYT OBITh MENKHE BKIIOYECHHSA. PaOmoMmHBIE OMyXONH XapaKTepH3YIOTCS
arpecCUBHBIM MH(WILTPATUBHBIM POCTOM B IMAPSHXUMY IOYKH M B KPOBEHOCHBIE COCY-
1el. [IporHo3 3aboeBaHuMs TUIOXOM.

CBETJIOKJIETOYHAS CAPKOMA (clear cell sarcoma, 9044/3)

CocraBmnser He Oonee 3% omyxonell MOYKM AeTCKoro Bo3pacta. CpeaHuil Bo3pact
manueHToB — 3 roxa (ot 2 Mecsmnes a0 14 met). [IpeacTaBiena OKpyTIbIM CEphIM Yalle
CyOKarcyIsipHO pacIojIOKCHHBIM Y3JI0M B COOCTBEHHOH Karcyiie. OmyXojib COCTOUT U3
KPYITHBIX KJIETOK CO CBETJIOM LUTOIUIA3MOM, HU3KUM SIEPHO-LIUTOIIA3MATUIECKUM HH-
JIEKCOM, Pa3/IeJIeHHBIX MPOCIONKAaMU COECAMHUTENbHON TKaHU. OMyXoJieBble KJIETKH MO-
ryT (¢popMHpOBaTh KOJOHHBI 10 4-10 knerok. B KimaccmueckoM BapHaHTE CTPOCHHUS CO-
CIMHUTENbHOTKAHHBIC MPOCIONKN MMEIOT Pa3HyIO0 IIUPHUHY, NPEICTABICHBl BHEKICTOUY-
HBIM TOJIUCAaXapUIHBIM MaTpUKcOM. HopMmambHbBIE CTPYKTYpBl MOYKH OOBIYHO OTTECHS-
I0TCSI Ha TIEpUQEpHIO y371a U MOABEPraloTCsl KUCTO3HOU TpaHC(HOPMALIUH, YTO MOKET CH-
MYJHPOBATh KUCTO3HYIO HeppoMy. [ToMUMO KiIaccHUecKOro KOMIIOHEHTa, B CBETIIOKJIC-
TOYHOM CcapKoMe MOXET BCTpeYaTbCsl BCTPEUYAETCS MYIMHO3HBIA, CKJIEPOTHYECKHH,
OCTEOUI0-TTOT00HBINA, KJICTOYHBIN, STTUTSIIMONIHBIN, MTaTUCaHBIN, BEpETCHOKICTOTHBIH.
[Ipu panneit muarHoctuke (Ha | cramum) BeDKMBaeMocTh cocTasisier 98%. Hambonee
OnaronpuATHBIN BO3pacT [uis JieueHus 2 — 4 roga. MeTacTtassl pa3BUBAIOTCS, OOBIYHO, B
nepBblie 4 Toa Mocye ONepaluy, MPEUMYIIIECTBEHHO B KOCTSIX U JIETKHUX.
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OCCUDOULHUPYIOLIAS JETCKAS OITYXOJIb ITOYKH (ossifying renal tu-
mour of infants, 8967/0)

JlobpokadyecTBeHHAs OMyX0JIb, onucanHas B 1980r. Bo3pacT mamueHToB Koye0aeTcst
ot 6 aueit 1o 17 mecsanen. Omyxoib IpeAcTaBicHa MPOIH(PEPUPYIOIIMMHA BEPETCHOBH/I-
HBIMH KJIETKAMH HESCHOTO TUCTOT€HE3a B YACTUYHO OKOCTEHEBILIEM MATPHKCE.

JEHOMHUOCAPKOMA ITOYKH (leiomyosarcoma, 8890/3)

3mokavecTBEHHas OITyXOJlb C TJaJKOMBIEYHON anuddepeHIIMpPOBKOMA, COCTABISIO-
mast 0,5% mepBUYHBIX OImyXoJiel moveK y B3pocibix. CpeqHuii BO3pacT ManueHToB — 58
net. JleliomMuocapkoMa MOXET pa3BUBATHCA U3 MAPEHXUMBI TTOYKH, KATCYJIbl, MOYEUHBIX
BEH, MBI JIOXaHKW; PelKO Ha ()OHE aHTHOMHUOIUNOMBL. OITyXOllb MOXET IOCTHraTh
25 cM B quaMeTpe, NPEeUMYIIECTBEHHO OKPYTIIOH ()OPMBI, YacTO WHKAICyIupoBaHa [62].
MUKPOCKONIMUECKH UMEET CTPOEHHE, TUIIMYHOE I JeHOMHOCApKOM Jpyroil jJokanu3a-
uuu. Ha 10 noneit 3penus onpenaensercs B cpeaaeM 10 Mmuto3oB. UMMyHOTrHCTOXUMUYE-
CKU BBISBJISICTCS TJIQJIKOMBIIIIEYHBIN aKTHH, ICCMUH, KaJdbIIOHUH, h-KanbaecMoH. Peakius
¢ murokeparuHamu, HMB-45, S100 o6sraHO oTpunarenpaas [63].

[Iporuos HebIaronpusATHBIN, 3-JI€THSSA BEDKHBAEMOCTh He TpeBbImmaeT 20%.

AHI'HOCAPKOMA (angiosarcoma, 9120/3)

OueHb peaKas OIMyXoJib, MPEACTABICHHAS y3JI0M, AHAMETPOM M0 23CM, C IEeCTpPOH
MOBEPXHOCTBIO pa3pe3a. MUKPOCKONMUYECKH MMEET CTPOEHUE, TUMMHYHOE I aHTHocap-
KOM JpyruX Jokanuszanuil [64]; xapakTepusyercs II0XUM IPOTrHO30M.

3JIOKAYECTBEHHASI ®UBPO3HASI THCTUOIUTOMA (malignant fibrous
histiocytoma, 8830/3)

IlepBuuHas 37m0KauecTBEHHAs (PHOPO3HASI THCTHOLIMTOMA ITOYKH BCTPEYAETCS PEIKO,
MPEUMYIIIECTBEHHO y TMAIlMEHTOB cTapiiero Bo3pacra. OmyXoieBbId y3el MOXKET JOCTH-
rath 27 cM B auamerpe. MUKPOCKOITUYECKH OMyXOJlb UMEET CTPOCHHE, TUITHYHOE IS
37I0Ka4E€CTBEHHBIX (PUOPO3HBIX TUCTHOLMTOM JAPYroil nokamm3auuu. [Iporaos3 stux orry-
XoJiel 0OBIYHO ILUIOXOH [65].
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IFEMAHTUOIIEPUIIUTOMA (haemangiopericytoma, 9150/1)

Penxas omyxons mouku, onucano Meree 30 cilydaeB TeMaHTHONEPUITUTOUMEBL. Bo3-
pacT MarueHToB cocTaBisieT 16-68 meT. OKpYTIIBI XOpPOIIO OYEPUCHHBIN OITyXOJICBBIMA
y3e1 pachojiaraeTcs MPeUMYIIeCTBEHHO CyOKancysspHo, 0oJiee, YeM B MOJIOBUHE CITy4a-
€B OITyXOJlb BOBJIEKajia TOJIKO KalCyJdy MOYK{ WIIM MpPWIeKAIIne MITKHEe TKaHu [66],
cOOCTBEHHOH KamCyJbl HE UMEET, pa3Mephl BapbupyroT ot 1,5 mo 25¢cm. Ha paspese yzen
CONUAHOMN CTPYKTYPBI, MOTYT OBITH KUCTBI C TEMHO-0YPBIM COJEPKUMBIM.

MUKpOCKOTIYECKH OIyXOJdb TPEACTaBIeHa TsHKAMH IUIOTHO PAacMoOIOKEHHBIX
OKPYTJIBIX WM BEPETCHOBUIHBIX KJICTOK C BBITSHYTBIMU SAPAMH, Pa3/ICICHHBIX BETBS-
IIMMHCS TOHKUMH HE3PENBIMH COCYJIaMH, BBICTIAHHBIMU 3HAo0TenneM. [lneomopdpusm u
TUIIEPXPOMHUS SIICP HE XapaKTEPHbI, MUTO3bl SAMHUYHBIC. [IpU MMMYHOTHCTOXHMHUYE-
cKkoM uccinenoBanuu BeisiBisieTcss CD34, orpunarenshas skcnpeccust CD31, CD99, ak-
tHA. [IporHo3 3a0oeBaHus HEOIArONPHUSITHBIH.

OCTEOCAPKOMA (osteosarcoma, 9180/3)

[TepBuyHas ocTeocapkoMa — penkas OmyXoyb Mouku. OOpa3oBaHHE MPEICTABICHO
PBIXJIBIMA MacCaMH CEPO-PO30BOTO MIIH CEPO-0ETIOTo 1[BETa, C KPOBOUBIUSHUIMU, HEKPO-
3aMH, o4yaraMu KOCTHOHM MIOTHOCTH [67]. IIpu MUKpOCKONMH OMYyXO0JIb COCTOUT U3 ILJIEO-
MOP(HBIX TOJUTOHATBHBIX WM BBITSHYTBHIX KJICTOK, pa3[eICHHBIX TPOCIOHkaMu (hrd-
PO3HOI CTPOMBI, y4aCTKaMHU OCTEOHa. XapaKTepHa BHICOKAas MUTOTUYECKAsl aKTUBHOCTb.
[Iporuo3 mioxo#, OONBIIMHCTBO MAMEHTOB YMEPIH Yepe3 HECKOJIBKO MECSIIEB IOCIe
MMOCTAaHOBKH JUAarHo3a.

AHI'NMOMHMOJIUIIOMA (angiomyolipoma, 8860/0)

JlobpokadecTBeHHAs OITyXO0JIb TTOYKH, YaIlle BBIABIIAIONIAsCS B Bo3pacte 45-55 neT B
KOpe, MO3TOBOM BEILECTBE WM KarcyJe nmodku. Omyxoib MpeacTaBieHa OAHUM MM He-
CKOJIBKUMH y3J1aMH, pa3MepaMu oT 4 1o 30cM, B OOJBIIMHCTBE CIy4acB HE MHKAICYJIH-
poBaHHbIMH. OOpa3oBaHHE COCTOMT M3 BEPETEHOBHIHBIX MHOIUTOB CO CIAOBIM IOJH-
MOp(}U3MOM, KHUPOBBIX KIETOK U KPOBEHOCHBIX cOCyIOB (puc. 46, 47). Onucan BapuaHT
AQHTHOMHOJIUIIOMBI C MHOKECTBEHHBIMHM KUCTaMH, BBICTIIAHHBIMHM KyOW4ECKUM WIH IH-
JUHAPUYECKUM dIUTEIneM [68].

AHTrHOMHONIUIIOMA HKCIPECCUPYET BUMEHTHH, o-akThH, CD117, peakuus c CK,
EMA — orpunarenbHas.
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HecmoTpst Ha TO, 9TO OIMYXOJIb TPAAWIIMOHHO CUHTAETCS HOOPOKAYECTBEHHOH, HM3-
BECTHBI ClIyyan HeOMaronpusATHOTO KIMHUYECKOro TedeHus 6osesnu [69]. M3BectHO 60-
nee 40 ciy4aeB aHTHOMHUOJIHMIIOMBI C IOPQKEHHEM PErHOHAPHBIX JIUM(ATHYECKUX Y3IIOB,
HU y OJHOTO U3 3TUX MAI[UEHTOB HE OBLIO MPOTrpeccuu O0JIe3HN.

SIMUTEJIMOAHAA AHTUOMHUOJIUIIOMA (epithelioid angiomyolipoma)

Ommcana B 1989r. Cpeanmii Bo3pacT coctapisgeT 38 jeT. boIbIIMHCTBO MaIMEHTOB
CTpagaroT TyOEpO3HBIM CKIIepo30M. [Ipu PeHTIeHONOTHYECKOM HWCCIICOBAHUU BBISBIIS-
I0TCSl TIPU3HAKH PaKa MOYKH, YTO OOBICHIETCS HU3KAM COZIEpKaHUEM JKAPOBOHM TKaHU B
OIyXx0Jii. MUKpPOCKOTTUMYIECKH MPE0OIATAI0OT SUTEINOUIHBIC KIETKH C BBICOKUM TIOJH-
Mop(hU3MOM siiep, pa3ieieHHbIe TPOCIOMKAMH BEPETEHOBUIHBIX KIETOK; MOTYT IPUCYT-
CTBOBATh KOMIIOHEHTHI TUITMYHON aHTHomuoiumnomsl. Okoso 30% omyxosei Meracrasu-
PYIOT B TUM(pATHYECKUE y3JIbl, ICUYCHbB, JIETKHUE, TO3BOHOYHHUK; MOXKET OBITh HHBA3HsI CO-
cynmoB. K mopdonorndeckuM mpu3HaKaM arpecCUBHOCTH OTHOCSTCS HEKPO3, BBICOKAs
MUTOTHYECKAsI aKTUBHOCTE, SIICpHAs aTUIINS, SKCTPAPEHATHLHOE PAaCIIPOCTPAHCHHE.

NmMmyHOTHCTOXUMHYECKH BBIsBIsIeTCs dkcnpeccus HMB-45, HMB-50, Melan-A, o-
AKTHH.

JIEOMHUOMA (leiomyoma, 8890/0)

JobpokayecTBeHHAs OMyXOJb € TIaIKOMbIICYHON An(epeHIMPOBKOil, MpeacTas-
JICHHAsI OKPYTJIBIM, YETKO OTTPAaHUYCHHBIM CEPOBATHIM y3JIOM, CPEIHHUNA pa3Mep KOTOPOro
12 cMm [70]. Bo3MOXHBI MeJKHe KUCTBl U YYacTKA OOBI3BECTBICHHA. MUKPOCKOUYECKH
OIlyXOJIb NPEJICTABICHA NEPEIICTAOUIMMUCS IJIaJKOMBIIIEYHBIMI BOJIOKOHAMH C IIpH-
3HAaKaMH MUHHMAJIBHOTO SAEPHOTO MOTUMOp(dr3Ma. MUTO3BI M HEKPO3 OTCYTCTBYIOT.

IT'EMAHI'MOMA (haemangioma, 9120/0)

BoapmMHCTBO reMaHruoM MOYKH He ITPEBBIIIAIOT 1-2cMm B AnaMeTpe, OJHAKOOIINCa-
HBI orryxonu Oonee 18 cM. [IpenMyriecTBeHHas JTOKaMU3aus — JOXaHKA, ITUPAMHUIBI, KO-
pa WM KarcyJsia IMOYKH ¢ BOBJIICUCHUEM COCYIOB MM MSTKHX TKaHe# [71]. Mukpockomnu-
YECKH OIMYyXOJIb MPEACTABIICHA MOJUMOP(HBIMH COCYJaMH HENPaBUIBHONH (DOPMBI, BbI-
CTIIAHHBIMH 3PEITBIM MPOIH(DEPUPYIOIINM YHIOTEITHUEM.
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JUMPAHITMOMA (lymphangioma, 9170/0)

HO6pOKaLI€CTB6HHaH OIIYyXOJIb MOYKH, UMCIOIIAA TUIIMYHOC IJISL J'II/IM(I)aHFI/IOM CTpO-
CHHC.

IOKCTAIVIOMEPYJISAPHASA OIIYXOJIb (juxtaglomerular call tumour, 8361/0)

Onyxoip W3 CIENUANTA3UPOBAHHBIX MBIIIEUYHBIX KJIETOK COCYJIOB FOKCTarioMepy-
JIIPHOTO ammapata onucana B 1967r, ¢ Tex nop omnyoiaukoano 70 ciydaeB 3a00eBaHus,
CONPOBOXKIAIOIINXCSl Pa3BUTUEM CTOMKOM apTepuanbHOM rumepteHsuu [72]. Bospact
ManrueHToB KonebueTcs ot 6 1o 69 et (cpenuuii — 27 neT), )KSHITUHBI 00JICIOT B JIBa pa3a
yare, YeM MYXYUHBL. MaKpOCKOIIMYECKH OMyXOJb MPEICTABICHA OKPYIJIBIM Y3JIOM, B
TOHKOU (UOPO3HOI Karcyme, TuaMeTpoM 2-4 ¢M, ¢ cepo-0ypoi TOBepXHOCThIO. MUKpO-
CKOIMMYCCKU XapaKTCPHbI KPYTJIBIC, IMMOJIUTOHAJIBHBIC U BEPCTCHOBUAHBLIC KIICTKHU, PACIIO-
JIO’)KEHHBIE B MUKCOHUJHOW CTPOME C BOCHAIMTENBbHON MHOMIbTpanueid. mmyHOTHCTO-
XUMUYeCcKH BeIBIsIeTCS akTtiuH, CD34, CD117, peakmus ¢ CK, necmunom, S100, HMB-
45 oTpuIaTenbHasl.

Tedenne omyxonu 4arie 100poKadyecTBEHHOE, OIUCAH JINITL 1 CIydail ¢ MeTacTasu-
poBanus B jerkoe [73].

PEHOMENYJJWJIAPHASA NUHTECTUHAJIBHAS OITYXOJIb (renomedullary in-
terstinal cell tumour, 8966/0)

JloOpokadyecTBeHHass pUOPO3HAsT OMyXOJb, JUATHOCTUPYEMas MPEUMYIIESCTBEHHO Y
MTOIPOCTKOB, TpeJICTaBlIeHHAs] OJJUHOYHBIM WJIH MHOXeCTBeHHBIMH (Oosee 50% cirydaeB)
y3namu quamerpoM ot 0,1 1o 0,5 cM, pacmosararonmMucs B JOXaHKE MOYKA. MUKPOCKO-
MUYECKH TIPEJCTABIICHA MEJIKUMH IOJIMTOHAIBHBIMYU WM 3BE3I4YaThIMHU KIIETKAMH, pac-
MTOJIOKEHHBIMH B 0a30()HITEHOM cTpoMe. Bo3MOXKHO oTokeHHe aMmuiionsa [74].

IIBAHHOMA (schwannoma, 9560/0)

JloOpokadecTBeHHAs OITyXOJb U3 000JI0UEK MmeprudepuIecKinX HEPBOB, KpaiHe PelIKo
BcTpedaromiasics B mouyke. Cpeau omucanHbX 18 ciydaeB OOJBITMHCTBO OIyXOJeH pac-
MOJIarajioch B MapeHXWMe. MaKpOCKOIMYECKH OIMyXOJb MPEACTABICHA Y€TKO OYCPUCH-
HBIM KEJITO-KOPUYHEBBIM Y3JIOM, CpeaHui pazmep — 9,7 cM. MUKpOCKONMYECKH Mpe-
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CTaBJICHA BEPETCHOOOPA3HBIMU OJIM3KO PACIIOIOKEHHBIMH KJIETKaMH, (HOPMHUPYIONTAMH
MATUCAHBIE CTPYKTYPBHI.

COJIUTAPHAS ®UBPO3HAS OITYXOJIb (solitary fibrous tumour, 8815/0)

2106p0Ka“IeCTBeHHa$I OIIYXO0JIb, KIIMHUYECKN U PEHTICHOJIOTUYCCKHU YaCTO IMPUHUMaA-
eMasi 3a paKk WIM CapKOMY, IPEICTaBICHHAs KPYIMHBIM, XOPOLIO OYEPUYCHHBIM Y3JIOM.
MUKPOCKONMYECKN BBIABISIOTCS YYAaCTKH PA3IMYHON KJICTOYHOCTH, COCTOSIINE U3 CITy-
YallHO PAcHOJI0KEHHBIX MYYKOB BEPETCHOBUIHBIX KIETOK, pa3feieHHBbIE MPOCIOHKaMu
KOJUIAar€HU3UPOBAHHOM CTPOMBI; MOTYT BCTPEYaThCs YYAaCTKH, HAIIOMHHAIOIINE I'eMaH-
ruonepuruToMy. Omyxoins 3xcnpeccupyer CD34, CD99, bel-2.
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CMEITAHHBIE ME3EHXNMAJIBHBIE U DIIUTEJINAJIb-
HBIE OITYXOJIN

KHNUCTO3HASI HE®@POMA (cystic nephroma, 8959/0)

JloOpokayecTBEHHAS OMyXO0Jib, Pa3BHBAIONIAsACA y ManueHToB mocie 30 et ¢ mpe-
AMYIICCTBEHHBIM TIopaxkeHHeM JKeHITHH (8:1). Omyxoms dare mpeacTaBlieHa COIUTap-
HBIM Yy3JIOM C MHOXCECTBCHHBIMH Pa3HOKAIUOCPHBIMH KUCTAMHU, BBICTIIAHHBIMU OJTHO-
CIIOWHBIM YTJIOMICHHBIM KyOUYECKUM SMUTEINEM CO CBETIION MM S03HHOPHIBLHOMN IIUTO-
HJ'Ia?,MOﬁ, BBITIOJITHCHHBIMH CE€PO3HBLIM, UHOI'JIa TEMOpPpPAru4€CKuM COACPKUMBIM. HerO-
3bl, KPOBOMBIIUSHUS M COJIUIHBIC YYaCTKUA POCTa HE XapakTepHbl. DUOPO3HBIC CENTHI MO
CTPOCHHIO MOTYT HAIIOMUHATH SIMYHHK, & BCTCHKAX KHCT COJIEPKATHCS KIIACTEPHI 3PEIbL.
V3en MoXkeT 3aHUMAaTh Kak HCOJIBIIYIO YaCTh IMOYKH, TaK U IMMOYTHU IOJHOCTHIO BBITCCHATH
MapeHXUMy.

CMEIIAHHAS SQITUTEJIMAJIBHASL 1 CTPOMAJIBHAS OITYXOJIb (mixed
epithelial and stromal tumour)

Omnyxosib Jale BCTpeyaeTcs y XKEHIIMH, B IEHTPAJIbHOM YacTu IIOYKH B BUJIE MAccC C
9KCIIAaHCHBHBIM XapakTepoM pocTa. OmyXxoib MpeacTaBiieHa KPYMHBIMH KHCTaMH, MUK-
poKHCTaMu, TyOyIsIpHBIMU CTPYKTYpaMu. Bonbline KUCTHI BBICTIAaHB! YIUIOIIEHHBIM KY-
OoudeckuM s>nutenueM. CTpoMa mpeacTaBieHa BEPETEHOBUAHBIMU KJIETKAMH C y4aCTKaMU
MHKCOMAaT03a, CAMHUYHBIMHU TJIaJKOMBIIICYHBIMH KJIETKaMH; MOTYT HPUCYTCTBOBATH He-
OoJIbIINE YIACTKH KUPOBOI TKaHH.

CHUHOBUAJIBHAS CAPKOMA (synovial sarcoma, 9040/3)

CrHOBHABbHAS CapKOMa TMOYKH — OMyXOJlb U3 BEPETCHOBUIHBIX KJIETOK, 4acTo ¢
MIpU3HAKaMH SIUTEHATBEHON nuddepeHupoBkr. CpeqHuit BO3pacT MalueHToB — 35 JIeT
(ot 12 1o 59), ormyxo0Jyib OOBIYHO BOBJIEKACT MOYKY IEIIMKOM, OHIIaTepaIbHOEC TTOPasKEHUE
BCTpeyvaeTcs peako. Jis onmyxoneld xapakTepHa BhICOKas MUTOTHYECKAss aKTUBHOCTh Be-
PETECHOBUAHBIX, MOJIMT'OHAJIBHBIX 303I/IHO(1)I/IJIBHBIX NI pa6):[OI/II[HLIX KJIICTOK. OH}/XOHL
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JKcTIpeccupyeT BUMeHTHH, bel-2, CD99; He skcmpeccupyeT IeCMUH, TIagKOMBIIICTHBIN
AKTUH, IUTOKCPATHHEI.

HeliposHIOKpUHHBIEC OIMyXOJH U JTUMGONpOoIudepaTUBHBIC 3a00JICBaHHS C TIOpaKe-
HHEM TTOYKH XapaKTepU3yIOTCsS MOP(OIOTHEH, THITMIHOMN IJIs APYTHUX JIOKATH3AIIHA.
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HNPUJIOKEHUSA

[Ipunoxenue 1

JANOOEPEHIIUMAJIBHAA UMMYHOI'NCTOXUMHUYECKAS TMATHOCTHU-

KA OIIYXOJIEH IOYKH

OITYXOJIM IIOYKU U3 KJIETOK CO CBETJIOM [IUTOIUIA3MOI

CaetJ10- Tpanciaokanus | CBeTJioKJIe- | DNUTEIHO-
KJIeTo4- | Xpomodoo- MITF/TFE TOYHBIH WIHAS aH-
AHTHTEIA . .
HbIH Hb1ii IIKP acCOLMUPO- NaNnu/uIsp- | THOMHOJIHU-
OKP BaHHBIA pak Hbiii ITKP nomMa
. + o
CK7 - (KIeTOYHBI | - OI[H ¥
H
i Kactep)
CDI10 + -/ (penko +) | + - -
VIM + - (penko +) | -/+ + -
PAN-CK + + - (peaxo +) + -
- (+ B mme-
HHEKPOTH-
CAIX + PHHCKP - (+ pesxo) + ]
YECKHX 30-
Hax)
TFE3/TFEB | - - I - -
+ B TFEB
Melan-A, KapLUHOME, N
HMB-45 penko + B
TFE3
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OITYXOJIN ITOYKU ITATIHIMIIAPHOI'O CTPOEHUA

IIpunoxenue 1, npoaomkeHue

Pak u3 co- Merta- MyuuHo3HbI#i CaeTioKJI€-
I - 0 - - 0 i if ma-
ANTHTEN2 an:mnnp HpaTe/b Hedpoun TyOy/ISIpHBIN H TOYHBIH Hau
Hb1ii ITIKP HBIX TPY- Had aje- BEPETEHOKJIe- NULIAPHBIA
0ouek HOMa TOYHBIN pak IIKP
CK7 I + - + +
+ (gacto
CD10 MPOTOKOBBIN | - - -/+ (pokanpHO) | -
KOMITOHEHT)
RCC + - - A% -/+
WT1 - - + - -
Her nan-
CD57 - A + - Het mannbix
HBIX
ULEX-1 - 4 - - Het npanHbBIX

OITYXOJIN ITOYKU 13 MEJIKUX OKPVYTJIbIX BA3ODOMJIBHBIX KIIETOK

Husko
nuddepen-
AHTHTORA Onyxoab Capkoma MenkokJieTou- Jumpoma HMPOBaH-
Wilms FOunra/PNET HBII pak Hasl CHHO-
BHAJIBHAS
capkoma
WT1 + - - - -
FLI-1 - + - - -
CD99 +/- + + +\- -/+
CD45 - - - + -
Chromogranin | - - + - -
Desmin - - - - -
PAN-CK + (B 1y- | +/-(pokans- | + (uacto TO-‘ ) i
Oynax) HO) yeyHo, dot-like)
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BEPETEHOKIJIETOYHBIE OITY XOJIN

IIpunoxenue 1, npoaomkeHue

MyuuHo3Has TyOy-
BeperenoBua- yu Tyoy
JisIpHasi 1 BETEpPE- AHTrMOMHOJIH-
AHTHTEJA Hble KJIETKH B Capkoma
KP HOKJIETOY-HAs Kap- nomMa
HMHOMA
- (pokanbHO B
+ MOXeT OBITH
PAN-CK + neiiomuocap-
¢dokanpHO
KoMe)
Desmin - (penko ¢o- i + B Muocap- N
KaJIbHO +) KOoMe
Actin-sm - (peaxo do- i + B MHOCap- N
KaJbHO t) KoMe
+ B CHHOBH-
CD9%9 - - aJBHOM cap- v
KOME
Melan-A
(HMB-45)
CK7 - (peaxo + -
(dhoxampHO +)
CAIX + (0OBIYHO) - -

BEPETEHOKIJIETOYHBIE OITY XOJIN

AnTHTeNA [KP, HeKJIaCC:/I(l)M- Paxk u3 nporokon VpoTeananbubiii pak
IHMpYyeMbIi Bennnnu
CK7 -/+ + +
CK20 - - (penko dokanbHO +) | +/-
po63 - - +
RCC +/- - -
CD10 +/- - -/+
CK5/6 - - +/-
CK17 - - +/-
Ulex-1 - 4 -/+

35




IIpunoxenue 1, npoaomkeHue

303MHOPUIIBHOKIIETOYHBIE OITY XOJIN ITOYKH

CaeTiiokie- Xpomodoo- Tpancaokauust nHTeAHON
TOYHBI nblii [1IKP, Omnko- MiTF/TFE .
AHTHTEJA Hasl aHTUO-
MKP, 303u- 303MHOQUIb- | WUTOMA Accouumnpo-
. . N MHOJHIIOMA
HOQWIBHBIA | HbIl BADHAHT BaHHBII pak
Vim +/- - (penko+) - -/+ +
RCC + -/+ -/+ + -
CK7 - +/- - - -
EpCAM A\ + -/+ A% -
TFE3/TFB | - -+ - + -
Melan-A, + 8 TFEB "
HMB-45 pakax
CIAX + - - - -
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[Ipunoxenue 2

OCHOBHBIE 'TEHETUYECKUWE HAPYHIEHUSA B HECBETJIOKJIETOYHBIX

BAPUAHTAX TIOYEYHO-KJIETOYHBIX KAPIIMHOM

Bapuant IIKP XpoMocoHbIe H3MEHEHUS I'en
. VHL,
[ToTepst 3p ¢/6e3 yBemudIeHN KOTHi 5q PBRMI
CBeTJ0KIeTOYHAS KapIlH-
HOMa JlonoHUTENBHEIE TToTEpH 64-, -8/8p-, Ip-, -
14/14q-
KomOunanuu tpucomuii: +7, +17 c/6e3 =Y
Hanmmnnsapuernii [IKP JononHuTensHble TpucoMuu:+3/3q, +8, MET
+12, +16, +20
Xpomodoousrii [TIKP Mosnocomuu: -1, -2, -6, -10, -17, -21
t(X;1)(p11.2;921), t(X;17)(p11.2;q25),
K .
:i’;‘;?oﬁa © TPAHCIORA™ 1 (X 1)(p11.2:p34), inv(X)(p11.2q12), TFE3
HHEH AP 10X 17)(p11.2:925.3), t(X;17)(p11.2;923)
Menymsapasrii [TIKP t(2;10)(p23;q922) AKL-VCL
KomOunauu monocomuii: -1, -6, -14,-15, -
22
Pak u3 nporokos bemmnau
['amoauIIONAHBIN KApUOTHIT CO CTPYKTYP-
HBIMU HapyLICHUSIMA
M i TyO i
YIHMHOSHBI TY ynﬂ? Hbi CoueTtanne MoHOcoOMHiIi: -1, -6, -14, -15, -22
Y BEPETEHOKJIETOYHBIN
MynpsTukucto3sslii [IKP VHL

Pax, acconuupoBaHHbIH €
HelipobmacTomMoin

AnnenwHbiit nucOananc 20q13

DOJUTUKYJISIPHBINA pak

Gain 7q36, 8q24, 12, 16, 17p11-ql1, 17q24,
19q, 20q13, 2122.3, Xp

Brimagenus 1p36, 3, 9q21-q33
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Puc. 1. Cetnokneroynas kapuuHoma. OIyXoib U3 KIE€TOK CO CBETIOH IUTOILIa3MOH, Pacloo-
JKCHHBIX B TOHKOH COCYAHCTOH ceTn (0Kpacka FeMaTOKCUIIHH U 903HH, 00. x10).
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Puc. 2. Ceernokierounas kapruHoMa. [Ipopactanue mceBIoKarcyIibl OmyXoiu (OKpacka re-
MaTOKCHJIMH U 303HH, 00. X10).

Puc. 3. CetnokierouHas kapiuHoma. KUCTbI, BEICTIIAHHBIE KPYITHBIMHU OIyXOJIEBBIMH KIICTKa-
MH C ONTHYECKH ITyCTOH IUTOILIa3MOH (OKpacka FéeMaTOKCHIIMH U 03HH, 00. x20).
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Puc. 4. CBETJIOKJIETOYHBIH IOYEYHO-KJIETOYHBIH paK, MEPBOW CTEHEHH 3JI0KaYeCTBEHHOCTH,
grade 1. OmyxoneBble KICTKH C MEJIKMMH, THIEPXPOMHBIMH OKPYIJIBIMH SAPAMH C IUIOTHBIM
XPOMATHHOM, SIIPBIIIKH HE ONpeAeIIoTes (OKpacka FeMaTOKCUIIHH U 903HH, 00. x40).

Puc. 5 CBeTIIOKIIETOYHBIH MOYEYHO-KIETOUHBIH paK, BTOPOI CTENIEHHU 310Ka4eCTBEHHOCTH, grade
2. VYkpynHeHue sjiep, cnadsli monuMoppusM GopMsl Aapa, HaTNUHE eAMHUIHBIX MEJIKHX S/
PpHILLIEK, ONpe/IeNseMbIX (OKpacka reMaTOKCHIIMH M 3031H, 00. x40).
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Puc. 6. CBETIOKICTOYHBII MOYEIHO-KIETOYHBIN PaK, TPEThEH CTEIEHN 310Ka4eCTBEHHOCTH,
grade 3. SInpa okpyriio-oBanbHOI (POPMBI C HEPABHOMEPHBIMU KOHTYPaMH, XPOMAaTHH Ipy6o-
JIMCIIEPCHBIN, GONBIIMHCTBO SA/IEP COJEPHKUT AAPBILIKM (OKPacKa réeMaTOKCUIIMH U D03HH, 00.
x40).

Puc. 7. CBETIIOKJIETOYHBIH I0YEUHO-KIETOUHBIN PaK, YETBEPHON CTEIEHHU 3JI0Ka4eCTBEHHOCTH,
grade 4. Kpynnble nonumopdusle s1pa ¢ IbI0YaThIM XPOMaTHHOM, KPYITHBIMH OJIMHOYHBIMU
WM MHOKECTBEHHBIMH S/IPBINIKAMH (OKpacKa TeMaTOKCHIIMH U 203HH, 00. X40).
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Puc. 8. CBETIIOKJICTOYHBIH TOYEYHO-KIETOYHBIN PaK.YyacTKH COJIUAHOTO POCTA CBETIOKIETOY-
HOTO paKa C HAIMYHEM BEPETEHOBUIHBIX KIETOK (OKpacKa TeMaTOKCHJINH U 3031H, 00. x20).

I
Puc. 9. CBETIIOKJICTOYHBIH MIOYEYHO-KJIETOYHBINH paK. MUKPOKHUCTO3HbINH XapakTep pocTa CBET-
JIOKJIETOYHOTO paKa (OKpacka reMaTOKCHIIMH H 303uH, 00.x20).
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Puc. 10. ITanunnspHeIA 104€YHOKETOUHBIN pak, THI 1. COCOYKOBEIE CTPYKTYPhI M3 MEJIKHX KIle-
TOK CO CKYJHOMH HMTOIIa3MOi ¥ HEOONBIIMMH SAPAMH, CPEIH KOTOPHIX PACIIONAraloTcs CKOI-

JICHHs] KCAHTOMHBIX KJIETOK (OKpacka TéMaTOKCHINH U 303HH, 00. x10).

S \d . T he's _ T
Puc. 11. TTanuanspHbIA TOYEYHOKETOUHBIH pak, THII 1. COCOUKOBBIE CTPYKTYPHI U3 MENIKUX KIle-

TOK CO CKYHOH LUTOILIa3MOI U HeOOIBIINMY siApaMH (OKpacka FreMaTOKCHIIHH U 903HH, 00.
x40).
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Puc. 12. TTanwuispHbli TOYEYHOKETOUHBIH pak, TUI 2. KileTKu ¢ XOpoIo BbIPaXKEHHON 303MHO-
(HITBHOI INTOIIIA3MO#, KPYHHBIME SIAPAMHU U 3aMETHBIMH SAPBIIIKAMHU, CPEIH KOTOPBIX PacIo-

JIAraroTCs CKOIUICHHSI KCAHTOMHBIX KJIETOK (OKpacKa reMaTOKCHIMH U 9031H, 00. X20).

"

Puc. 13. IlannnnspHeIil TOYeYHOKETOUHBIH paK, THII 2 (OKpacka reMaTOKCHINH U 303HH, 00.
x10).



LHPOBKH (OKpAcKa FeMaTOKCHIIHH U D03HH, 00. x20).
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if pak, grade 1 mo @ypman (okpacka reMaTOKCHINH U 3031H, 00. x40).

Puc. 1 6 Tanunnspusn

i pak, grade 2 mo @ypman (okpacka TeMaTOKCHINH U 303HH, 00. x40).

Puc. 17. ITanunaspHbL
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Puc. 18. Nanusipuslii pak, grade 3 mo @ypman (OKpacka reMaTOKCHIHH U D03HH,
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Puc. 20. XpomodoOHas kKapuuHOMa, KiIaccuuecKuii BapuaHt. OmyXxoJb U3 KPYHHBIX KJIETOK C
6J1e/1HOM HUTOILIa3MOI (OKpacka reMaTOKCHIINH U 031H, 00. x10).

Puc. 21. XpomodoOHas kKapuuHOMa, KiIacCuuecKuid BapuaHT. OmyXxoJb U3 KPYHHBIX KJIETOK C
6J1e/1HOM HUTOILIa3MOI (OKpacka reMaTOKCHIINH U 9031H, 00. x40).
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Puc. 22. XpomooOHast kKapIITHOMA,KJIACCHISCKUH BapuaHT. OIyXoJIb U3 KPYITHBIX KJIETOK C
6J1e/1HOM HMTOILIa3MOM, GOPMUPYIOIINX THE3/1a B OTEYHOI CTpoMe (OKpacka reMaTOKCHIINH U
303uH, 00. x20).

Puc. 23. XpomodoOHas kKapiuuHOMa, Y03UHOGMIBHEINA BapuaHT. OIyX0JIb U3 KPyITHEIX MOHO-
MOPGHBIX KJIETOK ¢ 303MHO(MIBHOI UTOMIA3MOU (OKpacka FeMaTOKCUIIHH U 903HH, 00. x40).
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Puc. 24. XpomodoOHast kKapIIIHOMA, 03HHOGHIBHEINA BapHaHT (OKpacka FeMaTOKCUINH U 903UH,
06. x10)

4 L -.-‘ . _'\'- ,é-,", A \\" ‘.-‘. =l —. 5 .ﬂ" A .‘f - K

Puc. 25. XpomodoOHast kKapIIIHOMA, 03HHOGHIBHEINA BapHaHT (OKpacka FeMaTOKCHIMH U 903UH,
00. x20).
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Puc. 26. Onxoruroma. CoderaHne rHe3J1 OIyXOJIEBBIX KIETOK M TPaOeKyISIPHBIX TshKet (Okpac-
Ka FeMaTOKCUIIHH U 203HH, 00. Xx20).

Puc. 27. Oukouuroma. CodeTaHne rHE3/] OMyXOJIEBbIX KJIETOK U TPaOeKyIIPHBIX TsDKel (oKkpac-
Ka FeMaTOKCUIIHH | 203HH, 00. Xx20).
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Puc. 28. Oxonuroma. Ommyxosb IPeACTaBICHA OKPYTTIBIMHE U HOIHIOHAIBHBIMU KPYITHBIMH

KJIIETKaMH C IUIOTHOH 3epHHUCTON 203MHOGHMIBHON UTOILIAa3MO, HU3KOI! aHamIasue saep
(OKpacka reMaTOKCUIIMH U 903HH, 00. x40).

1 903HH, 00. x10).
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1 903HH, 00. x20).
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Kpacka reMaTOKCHINH H 303uH, 00. X20).
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Puc. 33. Pak u3 nporokoB bemnau. Beicokas crer
1 903HH, 00. x40).

AR .

€Hb aHAIUIa3uH sep (OKpacka reMaTOKCHINH
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Puc. 34. Pak n3 np
1 903HH, 00. x40).

— = - |4 — - S —— _ -y

0TOKOB berumnu. Beicokas crenens aHaria3uu Anep (oxpacxa TE€MaTOKCHJIINH

MR TR arsewt i v . N : _
Puc. 35. Myunno3Hast TyOyJsIpHAsI M BEpETEHOKIICTOUHASI KapuHoMa). TyOysipHbIe CTPYKTYpbI
(okpacka reMaTOKCUIIMH U 03HH, 00. x20.
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Puc. 36. MytuHo3Has TyOy IApHas U BEPETCHOKIIETOYHAs KapiHOMa. TyOyJIspHbIE CTPYKTYpBI,
pas3iesieHHbIE TPOCIOMKaMH MYIIMHO3HOW CTPOMBI (OKpacka reMaTOKCHIIMH U 303HH, 00. X10).

¢ T 0 BB E e Pt AN MY B P SN
Puc. 37. MyunHo3Has TyOyJSIpHAs M BEPETEHOKIETOUHAs KapinHoMa. TyOyIsIpHbIe CTPYKTYPHI,

Ppa3ieneHHble IPOCIOHKaMHI MyIHHO3HOI CTPOMBI (OKpacka TéeMaTOKCHIIMH U 303HH, 00. x20).
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Puc. 38. ©onnukymnspHas kapuHoMa. OIyXoilb COCTOUT U3 KJIETOK ¢ aM(pOGUILHON WK D03H-

HODMIBHON LUTOILIA3MO#, (POPMUPYIOLIMX MAKPO- K MUKPO(OIUIHKYJIbI, YACTHIO 3aII0THEHHBIE
6EJIKOBBIM CEKPEeTOM (OKpacka reMaTOKCHINH U 9031H, 00. x10).

- — . ol ac -
Puc. 39. ®ommukynsipHas kapupHoma. @opMupoBaHe QOIUTUKYISPHBIX CTYPKTP OMYXOJIbI0
(OKpacka reMaTOKCUIMH U 503HH, 00. x20).
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Puc. 40. Meranebpounas aneHoma. TyOynspHbIe CTPYKTYPbI H COMHIAHBII POCT OIyXOJIH
(OKpacka reMaTOKCHIIHH U 03HH, 00. x10).

Puc. 41. MetaneppouaHas ajieHoMa (OKpacka reMaTOKCHIIMH U 303HH, 00. X20).
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Puc. 43. Heppobnactoma. TyOynsipHbIe CTPYKTYpEI B 611acTeMe (OKpacka reMaTOKCHIMH U
903HH, 00. x40).
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Puc. 44. Hedpobaacroma. ['ToMepysipHbIe CTPYKTYPBI CTpOME (OKpacka reMaTOKCHIMH-IT31H,
06. x20).

AN SRR A B SR .
Puc. 45. Heppobiactoma. I'omepyisipHbie CTPYKTYpBI B CTpOME (OKpacka reMaTOKCHINH-
9T3HH, 00. X40).
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Puc. 46 AHFI/IOMHOJ’II/IHOMa. OHyXOJ'IL 13 TIIaIKOMBINICYHBIX KJICTOK, KOHHCHTPI/I‘ICCKH pacnona-
TarOMUXCs BOKPYT COCYZ10B C BKIIFOYEHUEM KHUPOBBIX KIIETOK (OKpaCKa T€MaTOKCHJIMH U D03HH,
06. x10).

‘M !‘,l .
=t N SMAR R A AT T R

Puc. 47. Aurnomuonunoma. OmyXoib U3 TIIaAKOMBIIIEYHBIX KJIETOK, KOHIIEHTPHYECKH Pacoa-
TaIOIINXCs BOKPYT COCY/10B (OKpacka reMaTOKCHIINH M 3031H, 00. x20).
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