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BBEJEHWE B 1998 1. [eiimenpbOeprckoil Kiraccn@UKAIIUM ITOYESUYHO-
OpnHa m3 OypHO Pa3BUBAIOIINUXCS TEM B OHKOIIATO-  KJICTOYHBIX OITYXOJICH, B OCHOBY KOTOPOI OBLIM IOJIOXKE-
JIOTMU — IIPEeACTaBIeHNUsI 00 OITyXOJISIX [T0YEK, KOTOPhIE 32 HbI B IIEPBYIO 04Yepelb MOJIEKYJIIPHO-TEHETUYECKIE U3Me-
MocjeaHee BpeMs IMpeTepreand OOoblide U3MEHEHMSI. HEHUs, IPUCYILINE TOM WIK MHOM OIyXOJIu, a JIMILb 3aTeM
KoHuenTyaibHbBIA IPOPLIB O3HAMEHOBAJICS M3JaHueM Mopdoornyeckue Xapakrepuctuku |1, 2]. Kinaccudukars
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BcemupHoit opranmsanum 3apaBooxpaHeHus (BO3)
2004 1. (3-¢ n3gaHue) IBWIACH IPU3HAHIEM HOBOTO PEBO-
JIIOIIMOHHOTO TTOIX0Ma, a 4-¢ M 5-¢ M3IaHMST TTPOIOJIKIIIN
OTpaxaTbhb pa3BUTHE TUX uaeit [3, 4]. B 5-m uszmanun,
BBIIIEAIIeM B CBeT B 2022 I., ©”3MEHEHA M YCOBEPIIIEHCTBO-
BaHa KOHIIENTyaJIbHAsI OpraHU3aIusI KiacCUDUKAIINT
OITyXOJICH TTOYEK, BHECEHBI HOBBIE THUITHI IIOYEYHO-KIIETOY -
HBIX omyxoiei [5].

OPI'AHM3ALIMOHHDBIE UISMEHEHMA
BaxxHbIM OpraHu3alilMOHHBIM U3MEHEHUEM B 5-M U3-
nmaaum kinaccudukamny BO3 sBisieTcs pasmesieHue I10-
YEYHO-KJIETOYHBIX OMYX0JIeil HA OCHOBAaHUU TE€X WU UHBIX
MPU3HAKOB Ha 6 Kateropuii. st Kaxkaoro 00bekTa, BKIIIO-
YEeHHOTO B KJIacCU(UKAINIO, ObUT BBEICH pa3nel «<OCHOB-
HbIE€ U JTOTOJHUTEIbHbBIE AUATHOCTUYECKUE KPUTEPUU»,
coaepxXKalllue KJIo4eBble MOp(oJIornyecKkue AMarHocTu-
YyeCK1e KPUTEPUU B COUETAHUM C UMMYHOTMCTOXUMUYE-
CKHAMU U /WA MOJIEKYJISIPHO-TEHETUISCKUMHM UCCIICI0BA-
HUSIMU [35].
K JJacCM(pUKALMS MOYEYHO-KJIETOYHbIX OMyXOJIeid:
1. CBeTJIOKJIETOYHBIE OITYXOJIH:
* CBETJIOKJIETOYHbII MOYEYHO-KJIETOYHBIN paK;
* MYJIBTWIOKYJISIpDHAsE KMCTO3Hasl OMYyXOJib HU3KOTO
3J10KQ4€CTBEHHOTO MOTEeHIIMANa.
2. [ManuisipHBIE OITYXOJIH:
* ManuWuIsIpHas aieHoMa;
* 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 no4eyHOo-KJIETOUHbIE OMYXOJIU:
* ManWUIIpHask CBETJOKJIETOYHASI TOYEYHO-KIIETOU-
Hasl OMyXOJib;
* MYLUMHO3HbBIA TYOYJSIpPHBIN U BEPETEHOKJIETOUHBIM
MOYEYHO-KJIETOUHBIN pak;
* TYOYJIOKMCTO3HbII MOYEUYHO-KJIETOYHBIN pakK;
* NIpUOOPETEHHBIN MOYEYHO-KJIETOYHbIN pak, acco-
LIMMPOBAHHBIN C KUCTO3HOU 00JIE3HBIO;
* 303MHO(DMIIBHBIN COJIMIHO-KNCTO3HBIN TTOYEUHO-
KJIETOYHBIN pak;
* MIOYEYHO-KJIETOYHBIA pak 0e3 JOMOJHUTEIbHBIX
YTOYHEHUM.
6. Moseky/isipHble THIIbI IT0Y€YHO-KIETOYHBIX KapL-
HOM:
* TIOYEYHO-KJIETOYHBII pakK ¢ nepectpoiikoit TFE3;
* MMOYEYHO-KJIETOYHBIN pakK ¢ nepecTtpoiikoit TFEB;
* ITOYEYHO-KJICTOUHBIN pak ¢ MyTatmeit ELOG (TCEBI);
* TIOYEYHO-KJIETOYHBIA pak ¢ gedumurom dpymapar-
ruaparassl (FH);
* TTOYEYHO-KJIIETOYHBIN paK ¢ Ae(PUIIMTOM CYKIIMHAT-
nerunporerassl (SDH);
* TIOYEYHO-KJIETOYHBIN paK ¢ nepectpoiikoit ALK
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* TTOYEYHO-KJICTOYHBIM MEIy/UISIPHBIN paK ¢ AeUIIN-
toM SMARCBI.
IpagupoBanmne.Cuctema rpatipoBaHusi, OCHOBAHHAS
Ha AIepHBIX TIPU3HAKAX, ObUIA TIPEITOKEHA IIJIST CBETIO0-
kietouHbIX (cITKP) 1 manuisipHBIX TOYeIHO-KIIETOYHBIX
kapuuHoM (nl1KP) [6]. B HoBoit knaccupukauuu BO3
2022 r. KpuTepuy rpamgalliii OCTAIMCh MPEKXHUMH (CM.
TaOJINILY), HO TaHBI PEKOMEHIALINMN OTHOCUTEIHHO OITyXO0-
Jiell TeTepOTeHHOTO CTpOoeHUs1. [pannpoBaTh Takue Omyxo-
JIN CJIeAyeT 10 HamOOJbIIeit Tpagallii, eCJ OHA Tpe-
cTaBJieHa I10 KpaitHeil Mepe 1 mojieM 3peHusT Ha OOJIbIIOM
yBesmueHun [5]. OmHako KOHKpeTHas MJIoLIaab ITOJIS
3peHMs He yKa3aHa (B OOJIBIITMHCTBE 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 3HAaUNTEeIbHAS pa3HUIIA B BBLKMBAEMOCTH TIPH Te-
TEPOTEHHBIX OITYXOJISIX, B KOTOPBIX rpananus G4 3aHnuMa-
eT <10 % u >50 % [5].

fpaaupoeaﬁue CEEeMNOKACMOUYHO20 U hAnUNIAPHO20 MUNOE paKa

Grading of clear cell and papillary types of cancer

Ipa-
Ja- Xapakr@ucTuka siapa S IPBIIKHA
s

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 HbIIi KOMITOHEHTHI MMTO3BI

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

Dtrongly marked,
there are mitoses

CBeTIOKIETOYHBIEN0YEYHO -KJIETOYHBIEOMYX 011, Xa-
paKkTepHBIM ITPU3HAKOM 3TOM TPYIIIBI paKa ITOYKH SIBJISI-
I0TCa MyTauuu reHa VHL, mpu KOTOpPBIX pa3BUBAIOTCS
cITKP 1 MyasTUI0KYISIpHAsE KUCTO3HAS OITyXO0JIb HU3KOTO
3rmoKadecTBeHHOro noteHmana (MKOH3IT) [5]. ITpu cITIKP
C HETUITMYHOU MOP(OIOTMIECKOI KAPTUHOM PEKOMEHIO0-
BaHO ITPOBOINTH IOITOTHUTETbHBIC UCCIICAOBAHNS: UMMY-
Horucroxummuaeckoe (MI'X) ompenenenne skcmpeccuu
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kap6oanruapassl 9 (CA9), MOJIEKYISIPHO-TEHETUIECKYIO
naeHTuGUKanuo Mmyraunu VHL unmu morepu XpoMoco-
MBI 3p.

Mopdonornueckue npusHaku MKOH3IT nepekpniBa-
I0TCSl C TpU3HAKaMU KMCTO3HOTO U Aaxe coaraHoro cITKP
¢ (OKaTbHBIM KHCTO3HO-IeTeHEPATUBHBIM KOMITOHEHTOM,
ITO3TOMY Ha OCHOBAaHWU ITYHKIIMOHHOM OMOIICMU TaKOU
JIMarHO3 CTaBUTH Henb3s [7—9]. Kpome Toro, cBetioke-
TOYHAasI MAIMLIIpHAS ITOUYEYHO-KJIETOYHAS OIyXOJIb (CII-
ITKO) n MxOH3IT umutupyior apyr apyra [9]. Ctagupo-
BaHUWIO OITYXOJIb HE TIOIJICKHUT.

ITamunspHbIeonyxou. KaTeropust BKIloYaeT manui-
JISIPHYIO aeHOMY M TTAIMJUISIPHBINA TTOYeYHO-KICTOUHBIN
pak (nIIKP) [5]. B npenpiaymmx 3-M 1 4-M U3TaHUSIX
knaccudukauuu BO3 nITKP nemmnu 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, KOTOpble paHee OTHOCWIN
K nITKP 2-ro Tuma, 66111 pexiaccuuIMpoOBaHbl B Ipyrue
kaTeropuu, Hanipumep cniopaanueckuii [TKP ¢ neduiu-
tom FH, IT1KP ¢ Tpancnokauueii cemeiictea MiTE, I1IKP
¢ nepectpoiikoit ALK, I1KP, accolimnpoBaHHBIi C IIPHO-
OpeTeHHBIM KMCTO3HBIM 3a00JIeBaHUEM, M S03MHO(DWIIb-
HBI conuaHo-KucTo3HbIi [TKP [5].

B 10 xe Bpemsi mopdonornueckuit crektp nllKP
Tenepb BKIOYaeT, moMumo Kiaccmueckoro mITKP, 2 He-
JTABHO OITMCAHHBIE OIMYXOJIM. YOPTUHOITOAOOHAS OITyXOJIh
AMEET XapaKTepHOe MOP(OIOTHIECKOE CTPOCHUE, CXOMI-
HOE C TAKOBBIM OITYXOJIY YOPTUHA CTIOHHOI KeJte3bl [10].
IManunnsipHast oryxoJjb ¢ 00paTHOM IOJISIPHOCTBIO 001a-
naet cneuuduyeckumu MI'X-xapakrepuctukaMu U Mo-
JIEKYJISIPHO-TEHETUICCKUMM U3MEHEHHUSIMU: 3KCIIPECCH-
pyet GATA3, BapuabenpHo 3kcrpeccupyer AMACR
1 HE KCIIpecCUpyeT BUMEHTHUH; VTSI Hee XapaKTePHEI My-
TaIluU B «TOPSTYNX TOUKax» TeHa KRAS 1 OTCYTCTBUE TPH-
comuu xpomocoM 7 m 17 [11, 12].

OnkonutapHbian XpoMoGOOHBIEOYX0JIM. DTa KATETO-
pUsl BKIIIOUAET B ce0s1 OHKOLIMTOMY, XpOMO(OOHBIN pak
u TpymIy «pyrrue oHKOLUTApHBIE OIyXOJam». «Jlpyrue
OHKOIIMTapHBIC OMYXOJW» — 3TO TeTepOreHHas TpyIIa
WHIOOJICHTHBIX OIyXoJielt ¢ MOP(POTOTUICCKUMH TIPU3-
HaKaM1 HHM3KOH CTEIIeHM 3JI0Ka4eCTBeHHOCTH. K HMM
OTHOCSIT THOPHMIHBIE OITyXOJIM, 00JIaJaloNIe OMHOBPEMEH-
HO TIpU3HaKaMU ¥ OHKOILIMTOMBI, 1 XpOMO(hOOHOI0 paka,
M OITyXOJIN U3 KJIETOK C 303MHO(DUILHOMN IIUTOILIA3MOIM,
0003HaYaeMBIe KaK «OHKOIIMTAapHASI OMYXOJb HU3KOTO
3JIOKaYeCTBEHHOTO MOTEHIIMAJIa, 0e3 TOIOIHUTEIHFHOTO
YTOYHEHMST», TTOCKOJIbKY Ha HACTOSIIINI MOMEHT OoJiee
TOYHO KjiaccU(PUIUPOBATh X HEBO3MOXHO [5]. st Ha-
CIIEICTBEHHBIX OHKOIIMTAPHBIX OITYyXOJIei, CBSI3aHHBIX
¢ cu"apomoMm bepra—Xorra—/lyba vy gpyrumMu Haclie-
CTBEHHBIMM CHHIPOMAMM, TIPEIIOKEH TEPMUH «TUOPHUI-
Hble OHKOIIMTAapHBIC XPOMO(MOOHBIE OITYXOJN», KOTO-
PRI HE CiIeAyeT WCIIOJb30BaTh IJIS CIIOPATUIECKHX
omyxouei [5].
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BrosHe BepOSITHO, 9TO M3 TPYIIIHI «/IpyTriie OHKOLM-
TapHBIC OITYXOJIM» BHIIEIIST HOBBIC TUITBI U TIONTUIIBI T10-
YeYHO-KJIETOYHBIX OIyXosieit. Tak, B paMKax 3Toi KaTeropyi
yXe OIMMCaHBI 2 HOBBIX 00pa30BaHUS, KOTOPbIE MOXKXHO
OTJIMYMUTH MO UX KIMHWYECKUM, Mopdosornyeckum, MI'X
¥ MOJIEKYJISIDHBIM OCOOCHHOCTSIM: 303MHO(DMIbHAST BAKYO-
Jm3upoBaHHasI omyxoib (DBO) u BeicOKomMbGepeHIT-
poBaHHasI OHKonuTapHas onyxoab (BJOO).

Do3nHOGUIbHAA BaKyOJM3WPOBAHHAS OITYXOJIb,
KaK IPaBUJIO, SIBJIICTCSI OOMHOYHON U CIIOPaIMIecKoit,
pa3MepoM OKOJIO 3—4 cM, MHOT/Ia BCTPeYaeTCs y MalleHTOB
¢ TyOepO3HBIM CKJIepOo30M. B HacTosImee BpeMst ormrcaHo
>50 caygaeB DBO, 1 Bce 3T citydau ObUTH 0€3 IPU3HAKOB
peLuavBa UK MetactasupoBanusd [5]. DBO — conumHas
OITYXOJTb, B KOTOPOI OTCYTCTBYIOT OTYCTIMBBIN KNCTO3HBII
KOMITOHEHT 1 XOpoIIIo cchopMupoBaHHas Karicyia. [Touaru
BceTa Ha Tepudeprn IIPUCYTCTBYIOT TOJICTOCTEHHBIE CO-
cympl. KieTku mMeroT 303MHOGMMIBHYIO IIUTOTUIA3MY U BbI-
pakeHHBIE BHYTPUILIMTOIIa3MAaTHICCKIE BaKyOJIM, OKPY-
TJIBIE MJIV OBAJIbHBIE SIApa C SIAPBIIIKAMU, KOTOPBIE MOTYT
OBITH TOBOJIBHO KPYITHBIMH. DBO 00BIYHO 3KCITpeCCUpYeT
CD117, CDI10 n xarericud K (B HEKOTOPBIX Caydasx
doxkampHo). CK7 1MOI0XUTEICH TOJIBKO B PEAKMX, pac-
CEeSTHHBIX KJIETKaX, YTO HAIIOMWHAEeT MMMYHOIIPODUIIb
oHKoLIMTOMBEI. HemaBHee mcciieqoBaHNe TaKKe BBISIBIIIO
HaJIM4Ke B 3THX ommyxoysix mytaruit MTOR, TSC2n TSC1,
KOTOpBIE YaCTO HOCHMJIM B3aMMOMCKITIOUAIOIINI XapaK-
Tep [13, 14].

BricokomuddepeHurnpoBaHHass OHKOLIMTapHAasl OITy-
XOJIb TIPEICTABIISACT CO00 HOBOOOpa3oBaHWE C HU3KOMU
simepHO rpagatmeit, nudy3HOM 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 PACITOIOXKEHHBIC ITUTO-
IUTa3MaTUIeCKNEe MUTOXOHIPHUM, KaK B OHKOIIUTOME.
O6sraH0 BIOO emmANYHAS, CrIOpanrdecKast, HO y alyeH-
TOB C TSPMUHAJILHOM CTaauei 3a00/IeBaHNST TIOYEK 1 Y TTaIln-
€HTOB C TyOepO3HBIM CKJIEPO30M MOTYT OBITH MHOXKECTBEH-
HBIE OITyXOJU. Bce ommmcaHHBIC HA CETOTHSITHUN IeHB
cirygan BIIOO (>200) Benu cedst mHmoreHTHO [14—17].

«JIpyrue mo4eqHO-KJICTOIHBIC OMYXOJH» — TPyIIIa
pa3HOOOpA3HBIX, HE CBI3aHHBIX MEXIY COOOM OIyXOJei
TTOYeK, KOTOPHIE HEe TTOAIANAIOT oA APYTHe KaTeTOPHH.
HexoTopkie omyxonn, BKIIOYEHHEIE B 3Ty KaTeTOPHUIO, ObI-
JIX ¥ B TIpEABIAYIIEM U3MaHUN (HaIlpuMep, MYIIMTHO3HBIA
¥ TYOYJISIpHBIN BEPETEHOKJIETOIHBIH ITOYEUHO-KIIETOUHBIINA
paK, IpUOOPETEHHBIN TOYSTHO-KIICTOYHBIN PaK, aCCOLINM-
POBaHHEBII C KMCTO3HOM 00JIE3HBIO), B TO BpeMsI KaK Apy-
TUe SBISIOTCS HOBBIMU, HAIIpUMEDP 303MHOMMIBHBIN CO-
JIMIHO-KUCTO3HBI MOYEYHO-KJIETOUHBIN pak. B oty
rpymiry Takke BxoguT cil1KO, koTopyro B 3TOM M3IaHUU
peKiTaccuPpUIMPOBAIN U3 CBETIIOKIICTOYHOTO MAITVILISIP-
HOTO paka. /lo cux mop He ONMMCAaHO HU OTHOTO CIydJast
METacTa3upOBAHUS TAaHHOU OITYyXOJH, ITO3TOMY e¢ Ooiee
He oTHOCAT K KapumHoMaMm. CinlIKO mokeT BO3HUKATH
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IIpYA TEPMUHAIBHOM XPOHMYIECKOM ITOYSIHOI HETOCTATOU-
HOCTH KaK MHOXECTBEHHBIC y31bl. OHa COCTOUT U3 CBET-
JIBIX KJIETOK C HU3KOM sIIepHOM Tpagauueit, GopMupyro-
IIMX KaHAJIBLIBI, THE30a U COCOYKH C OpMEHTUPOBAHHBIMU
K IpocBeTy siapaMu. OIyXoJib IMeeT XapaKTePHBI TMMY-
HodeHoTHI: M dy3HYIO 3Kcpeccuto CK7 1 yarmeobpas-
Hoe okpammBaHue CAIX (CA9) [18—20]. Hecmotpst Ha 1O,
YTO 3Ty OIYXOJb OoJiee HE CYMUTAIOT KapIUHOMOM, ee
BCe K& PEeKOMEHIO0BaHO cTagupoBaTh (>95 % omyxonei
cootBeTcTBYIOT pT1NO) [5, 19].

D03MHOPWILHBIN 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 akTUBauMy koMruiekca mTOR1. Dto nH-
JTOJICHTHAST OITyXO0JTb, KOTOPAsT BCTPeYaeTCs Yallle Y XKCHIIH
U peaKo MeTacTazupyeT. OyXoJlb IMEET COJTMITHO-KHUCTO3-
HOE CTPOEHHE, XapaKTePHOIl 0COOCHHOCTBIO SIBIISICTCS
HaJIM4Ke TPYOBIX, OT 6a30(PMIbHBIX 10 IyPIYPHBIX, IIUTO-
IUIa3MaTHIECKNX TpaHyl (ISITHUCTOCTh), COOTBETCTBYIO-
IIUX arperaTaM SHIOIJIAa3MaTHYeCKOro PETHKYIyMa.
B omyxonm 0OGBIYHO paccesHBI MEHUCTHIE TUCTUOLMUTHI
u TuM@onTHL. 11 303MHO(PUIBHOTO COMMIHO-KHICTO3-
HOTO TTIOYEYHO-KJICTOYHOTO pakKa XapaKTepHBI SKCIIPECCHS
CK20 u karencuna K, orcyrcrBue skcrnpeccunm CK7
u CDI117 [21-24].

IMoyeyHO-KIIETOUHBIH paK 0e3 TOMOTHUTEIbHBIX YTOU-
HEHMI IIPeICTaBIIsIeT co00i rpymiry Hu3KoauddepeHIm-
POBaHHEBIX OITYXOJIeit, KOTOPBIE HEJIb3sI OTHECTH HU K OITHO-
MY M3 U3BECTHBIX ITOATHUIIOB ITOYEYHO-KIETOYHOTO paKa.
Kak mpaBmito, 3T0 OITyX0JI1 BHICOKOM CTEIIEHU 3J7I0Kade-
CTBEHHOCTH, MECTHO-PACIIPOCTPaHEHHBIC, OOJIBIIINX pa3-
MepoB. K maHHOI rpyITTe OTHOCST CAapKOMATOMIHBIE OITyXO-
J1 6e3 MPU3HAKOB KaKo-1100 auddepeHIMpoBKH |5, 25].

M OJIEKYISPHbIE THIIbI IOYEYHO-KJIeTOYHOrgpaka. Ka-
Teropusi «MOJIeKYJISIpHBIE THUITHI TT0YE€YHO-KJIETOUHOTO
paka» TosIBWIach B OOHOBJIIEHHOI Kiaccudukauuu 0ja-
rofgapst OTKPBITHSIM B 00JIACTU TEHETUKHU OITYXOJICH TTOYeK.
MoneKyIsIpHO-TeHeTUISCKIIe U3MEHEHMSI, XapaKTepHBIe
IIJIsI TOM WJIM WHOM OITyXOJIM, YacTO MMEIOT OTpaXeHHE
B Mopdorormaecknx npuzHakax. OcobeHHOCTH MOpdo-
JIOTUIECKOTO CTPOSHMSI OIYXOJIM U X CBOCOOPa3HBII M-
MYHO(MEHOTHUIT MOTYT ITO3BOJIUTD IIPEIITOIOKNTH KOHKPET-
HbIiA TUIT OITYXOJIW WM JaXXe YCTAHOBUTbh OKOHYATEIbHBIN
INaTHO3, KOTOPHIH BCe XKe CIeayeT IIOATBEPANTD MOJIEKY-
JISIPHO-TEHETUYECKMMU MeTogamu [5].

B npeapinmymeit knaccudukanum MiTF-accounmpo-
BaHHBIN OYSYHO-KIIETOYHBIN paK BKITIOYAJT B CeOsI ITOUCU-
HO-KJIETOYHBIN paK, aCCOLMUPOBAHHBIN C TPaHCIIOKAIICH
Xp11 1 o6pa3oBaHNEM XUMEPHBIX TeHOB ¢ ydactheMm 7FE3,
U [I0YEYHO-KJIETOYHBII paK ¢ TpaHcaokauuei t(6;11) u xu-
Mepamu ¢ miepecTtpoiikoit reHa TFEB [3, 4]. K 5-my nzna-
HUIO TIPEACTaBICHUS 00 3TUX OIYXOJSIX PACIIUPWIINCH.
BrIsscCHMIIOCH, 9TO TIPH ITOYEYHO-KIIETOTYHOM paKe ¢ pea-
parxupoBkoit TFE3 xumepa ¢ TFE3 MoXeT ObITh C pa3-
HBIMU TeHaMU-TTapTHepaMu, daiie Bcero ASPSCR1, PRCC

Tom 6

Volume 6 | ONCOPATHOLOGY

n SFPQ21. OgHako 3a TIOCJIeNHUE TOObI CITUCOK TeHOB-
MMapTHEPOB 3HAYNTETHHO BBIPOC, MX M3BECTHO yxke >20 (Ha-
MprMep, TeHbl B HEIOCPEACTBEHHOM Oim30cTu OT Xpll,
takue KaKk RBM10, GRIPAPI, RBMX n NONO). Takas
TeHeTIeCKast U3MEHYMBOCTD B ITOYCUYHO-KIIETOYHOM PaKe
¢ epecTpoiikoii TFE3 o0bscHSET O0JbIIIOe pa3HOOOpa3ne
Mopdoornaeckux GeHOTUIIOB U JIOXKHOOTPUIIATEILHBIC
pesyabrarsl ipu FISH-uccnenosanun [5, 26, 27]. INoyey-
HO-KJIECTOYHBIA paK MOTYT CUMYJIMPOBATh IIEKOMBI C TIepe-
crpoiikamu TFE3, HO oHM He 3Kcrnpeccupyotr PAXS,
YTO OTIMYACT MX OT MOYECYHO-KIETOYHOTO pakKa C Iepe-
crpoiikoit TFE3 |28, 29].

Panee cunTanock, 9T0 MOYEIHO-KJIETOYHBIN pakK ¢ Tie-
pectpoiikoit TFEB sBnasieTcsl UHAOJIEHTHOM OITyXOJIbIO
y meteit wim Monoabix [4]. HoBble maHHBIE CBUIETEIBCT-
BYIOT O TOM, Y4TO 3TO HEOTHOPOIHAS TPYIIIa OITyXOJei
C pa3IMIHBIMU TeHETHYECKUMU HAPYIIICHUSIMU, BOBJIEKa-
oM reH TFEB: oryxoJib UMeeT JIM0O TPaHCIOKAaIUIO,
ym6o ammmukaunio TFEB [5]. TIpudem ormyxonu ¢ pas-
HBIMHM T€HETHYCCKMMM HapyIIeHUSIMU UMEIOT pa3HbIe
MMPOTHOCTUYECKNE 1 KIIMHUYECKIE XapaKTePUCTUKU. Tax,
MOYEeYHO-KJIETOUHBIN paK ¢ TpaHciaokanueir TFEB xapak-
TepeH IS AeTeil M MOJIONBIX IMAIlMeHTOB U MPEACTABIISICT
c000i1 MHIOJIEHTHOE NByX(Da3HOe HOBOOOpa30BaHME HIU3-
KO SIACPHOM Tpagalliyd ¢ THE3MAMU KPYIHBIX CBETJIBIX
KJIETOK 1 00JIee MEJIKUMM KJIeTKaMU, CTPYIIITMPOBAaHHBIMU
BOKPYT CKOIUICHUI THAJIMHOBOIO MaTepHayia 0a3aJIbHOMU
MeMOpanbl [30—32]. Tpancnokarus t (6;11) 0GbIYHO 00B-
equnsier 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 C aMIUIMpUKALIAEi
TFEB xapaktepeH 111 TTOXUJIBIX IMTAallIMeHTOB, YacTO SIBJISI-
€TCsI OITYXOJIbIO BBICOKOI CTETICHU 3JI0Ka4eCTBEHHOCTH
1 BBEICOKOM CcTamnu, MOP(OJIOTHISCKH — YaCTO C OHKOLIM-
TapHO# 1 marmuuIsipHoit Mopdgosorueii [30, 31]. O6a mox-
tuna skcnpeccupyior siaepHbiit TFEB, katenicun K 1 me-
JIAaHOIIUTApHBIE MapKEPHI.

IToyeuno-kiaerounbiipak ¢ AepunuromFh . Hacnen-
CTBCHHBIN JIEMOMHUOMATO3 U ITOYCUYHO-KJICTOUHBIA pakK
(HLRCC) 6b11 mpu3HaH OTACIBHBIM 3ab0jieBaHUEM
B kiaccudukanuy BO3 2016 1. [4]. HLRCC xapakrepn-
3yeTcs JISHOMUOMaMH KOXKHU ¥ MaTKU (y XKEHIIIWH) 1 IIpe-
PaCIOIOXKEHHOCTHIO K Pa3BUTHIO arpeCcCUBHOI (hOPMBI
IMOYEYHO-KJIECTOYHOTO paKa, B OCHOBE KOTOPOM JeXKar
ayTOCOMHO-TOMWHAHTHBIC TepMUHAJIbHBIC MYTALINH B T'e-
He, KogupyltomeM ¢ymaparruaparasy (FH) 1 J1oKaan3o-
BaHHOM Ha xpomocoMe 1q43 [5, 35]. IMocnenytomue mc-
cliemoBaHMs OOHAPYXIIM B OITYXOJISIX OMAaJICIBHYIO
WHAKTUBALWIO reHa FH, IpuBoAsIIyIO K 1eUIINTy OeaKa
FH y nauueHTOB 6€3 TMYHOTO WM CEMEMHOIro aHaMHe3a
HLRCC. Takue cinydyaun paHee JUarHOCTUPOBAJIM KaK «He-
KJIacCUDUITMPOBAHHBIN TOYETHO-KJICTOUHBIN paK BBICOKOM
CTENEHN 3JI0KaYe€CTBEHHOCTH» , «TYOYJIOKMCTO3HBIE KapLv-
HOMBI ¢ aenrddepeHIMPOBAHHBIMU OYaraMim», «ITariuj-
JIApHBINA pPaK 2-To TUIIa» U «KapLYHOMAa COOMpPATEIbHbBIX
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mpoTokoB» [35]. B knaccudpukaunm BO3 2022 1. 1151 Takux
OITyXO0JIei, MMEIOIINX MOP(OIOTUIECKOE CTPOCHHUE, CXOI-
HOe ¢ TeM, KoTopoe Habmogatot mpu cuaapome HLRCC,
OBLI IPUHST TEPMUH «II0YEYHO-KIICTOIHEIN pak ¢ nedu-
muToM FH». DT omyxonm o61agaoT mMupoKuM Mopdo-
JIOTUYECKUM CIEKTPOM, BKITIOUAIOIINM MNaITUJUISIPHEIE,
TyOyJISIpHBIE, TYOYJIOKUCTO3HBIC, KpUOPO3HBIE, COIUI-
HbIE /CapKOMAaTOMIHBIC M KUCTO3HBIE 3JIeMeHTH. Hanbo-
Jiee XapaKTepHbIN, HO HeCTIeLIM(UYHBIN [IUTOTOTMYECKUHT
MMPU3HAK — HAJTMINE 3aMETHBIX BUIITHEBO-KPACHBIX BKITIO-
YeHUI, TTOXOXNX Ha SAPBIIIKHA, KOTOPBIE IMPUCYTCTBYIOT
Mo KpaiftHeil Mepe odaroBo [5, 35]. Takke xapaKTepHBI
noteps akcnpeccun FH nmpu UT'X-peakiium, skcnpeccust
S-(2-cykumHo)-umcrenHa (2SC) |5, 36].
IToyeuyno-KaeTOYHbIIMEAYLISPHBINA PAK C Je(UIHTOM
SMAr CB1. BeisicHUIIOCH, YTO TSI MEQYIUISIPHBIX KapLIK-
HOM XapaKTepHa ITOTeps SAepHOU 3KCIpeccum Oenka
SMARCBI (INI1 SNF5, BAF47), nosroMy oHM OBLITH
IIepeMMEHOBAHBI B «ITOYCYHO-KJICTOYHBIN MEIYJUISIPHBIA
pak ¢ nepurmrom SMARCBI1» [5]. DT0 penkuii u arpec-
CHBHBIA TUII KapIIMHOM, KOTOPBII BCTpedYaeTcsT MOUYTH
HUCKJTIOYNTEIFHO B MO3TOBOM BEIIIECTBE TTOYEK Y MOJIOMIBIX
MMaIeHTOB aPUKAHCKOTO IMTPOUCXOXICHHUS C CEPIIOBUI-
HOKJICTOYHOU aHEeMMEH WIIN U3peaKa ¢ IPYTUMU TeMOTII0-
ounonatusamu [36, 37]. IMorepss 6enka SMARCBI 0bia
oOHapyXeHa IIpH KapIIMHOMAX IMOYeK, MOP(hOIOTHTISCKI
HEOTJIMIMMBIX OT MOYEUHO-MEAYJUISIPHON KapLIMHOMBI,
1 y TallUeHTOB 0e3 reMortoouHomnartuii [37]. B 5-m u3ma-
HuM Kiaccudnkanmu BO3 pekoMeHI0BaHO TaKKE OITyXO0-
1 paccMaTpuBaTh Kak rmoaruit SMARCBI1 -nedutimrHOTrO
MeIyJUISIPHOTO TTOYeYHO-KJIETOYHOro paka [5, 37].
Onnako notepst SMARCB1 MoxkeT HabmonaTbes U Ipu
JIPYTHIX THTIAX TTOYEYHO-KIICTOYHOTO paKa ¥ CBsI3aHa OOBIYHO
Jm60 ¢ nennddepeHIMPOBKOI, IMOO ¢ pabaIonIHOM MOP(HO-
JIOTHE 1, BEPOSITHO, TIPSIICTABIISIET COO0M BTOPUTIHOE COOBI-
tne [38]. KnaccudumpoBaTh Takuie OIMyXojay HeOOXOIMMO
B COOTBETCTBUY C UX TTEPBUYHBIM TUIIOM (HAIIpUMEp, CBET-
JIOKJICTOYHBIN MOYEUHO-KJIETOYHBIN paK ¢ pabIoMmIHOMN/Ie-
nmddepeHIpoBaHHO Mopdosorueit) [5, 37, 38].
IToyeuyHO-KI€TOUYHBIAK ¢ mepecTpoifKoil ALK 6ot
BriepBble orvcaH B 2011 . B HoBoit kitaccudukauuu BO3
2022 1. OH BKJIIOYEH B pa3ziesl MOJIEKYJISPHBIX TUITOB TT0-
YEeUYHO-KJIETOUHBIX KapLuHOM [5]. IloueuHO-KIIeTOUHbBIH
paKk ¢ mepectpoiikoii ALK xapakTepHu3yeTcsl CIMSHUEM
reHa ALK, pacnionoXeHHOTro Ha XpoMocoMe 2p23, ¢ pa3-
JIUYHBIMM TeHaMHU-TIapTHepaMu, TakuMu kak VCL,
HOOK1, STRN, TPM3, EML4, PLEKHA7, CLIPI, KIF5B
u KIAA1217]5, 39, 40]. [ToyeqHO-KJIETOYHEII paK C Tiepe-
crpoiikoit ALK BcTpedaeTcsl y TallieHTOB IITMPOKOTO BO3-
PaCTHOTO TMaIa30Ha ¥ Pa3IMIHOTO PACOBOTO IIPOMCXOXK-
JIeHNST. BOTBITMHCTBO CIyJIaeB IMTOYeYHO-KIIETOYHOTO paKa
¢ mepecTpoiikoil ALK SABISIIOTCS MHIOJIEHTHBIMH, HO Y HE-
OOJIBIIIOTO YKCIa OOJIPHBIX OBUIM 3apeTHCTPUPOBAHBI ar-
pecCUBHOE KJIMHMYECKOEe TeUeHHe U MeTacTashl [5].
IToyeyHO-KIETOUHBIN pakK ¢ mepecTpoiikoit ALK sB-
JISIETCST COMUTAPHOM OITYXOJIbI0O M OOBIYHO MMEET pa3Ho-
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00pa3Hoe MOP(OTOTNIECKOE CTPOSHIE, BKITIOUAsI ITAITHAJIISIP-
HBIA, CONMUIHBIN, TyOYISIpHBIN, TpaOeKyJISIPHO-KUCTO3HBIH,
KPUOPO3HBIN XapaKTep pocTa, MOXET OBITh B BUIE IHC-
KPETHBIX KJIETOK, B TOM YHCJIE TICPCTHEBUIHBIX, HATIOMM-
HaTb MYIIMHO3HBIN TYOYJISIPHBIN M BepETCHOKIICTOYHBIN
TOYEYHO-KIIETOYHBIN paK WIN MeTaHE(PUIECKYIO aICHOMY
[5, 39]. B 31X omyxoJisix 0OBIYHO BBISIBJISTIOT MYILIMHO3HBIH
KOMITOHEHT (BHYTPHUKJICTOUHBIM WJIM WHTECPCTUIIVAIb-
HBII1), YTO MOXET BBI3BATh ITOAO3PEHUE Ha MYLIMHO3HBIN
TYOYJISIDHBIN 1 BEPETEHOKJIETOYHBIN ITOYEUHO-KIICTOUHBINA
pak. CkpuHuHT Tiepectpoiiku ALK UT'X-meromom (Ha-
npuMep, C UCTIIOJIb30BaHUEM MOHOKIOHAIbHBIX ALK -aH-
tiuten 5A4) mnm MoneKyaspHbeiMu Metomamu (FISH
WJIA CEKBEHUPOBAHME) CIIEAYeT IPOBOAUTH ITPU BCEX TPYI-
HO TTOIIAIOIINXCS KJIACCU(UKAIINN OITyXOJISIX TIOUEK CMe-
IIAHHOTO, HEOOBITHOTO CTPOCHUS MJIN COIACPXKAIINX MY-
LIMHO3HBIN KOMITOHEHT [40, 41]. [ToueuHO-KIIETOUHBII paK
¢ mepecTpoiikoit ALK sBIsieTcsI KIMHUYECKN BaKHBIM
IarHO30M M3-3a IOCTYITHOCTH TapreTHOM Tepariy MHTH-
outopamu ALK [42].

IToueuno-KneTounslipak ¢ myranueiirena ELOC (pa-
Hee TCEBI) BkmoyeH B kinaccudukamu BO3 2022 . B Ka-
TeTopuio «MOJIEKYISIpHBIC TUITHI TTOYETHO-KIECTOIHOTO
paka» [5]. J1as mMo4eyHO-KJIETOYHOro paka ¢ MyTaluei
ELOC xapaKTepHBI IOBTOPSIIOIINECS «TOPSTINE» MYTaIINN
rena ELOC (TCEBI) (8q21), xomupytoiero 310oHruH C,
¥ 3TO SIBIISICTCS TJIABHBIM KPUTEPHEM IJIST TUATHOCTUKMU.
IMoyeuyHoO-KJIETOUHBIN pak ¢ MyTtauueit ELOC oOGbIYHO
NMeeT HOOYISIPHOE CTPOCHHE: TOJCThIE (POPO3HO-MBI-
IIEYHBIC TSLKA Ha TTeprdepry OITyX0JIH Pa3meIsioT Y3JIbI U3
OITYXOJIEBBIX KJIETOK CO CBETJI0I OOUJIbHOM LIUTOIIa3MOM,
GOPMUPYIOIINX COMIHBIC, AlIMHAPHBIE U (DOKATIBHEIE CO-
COYKOBEIE CTPYKTYPHI [5, 43]. OgHaKO HEKOTOphIE Criopa-
Iaeckue (OpMBI IOYEIHO-KIICTOTHOTO PaKa, 00yCIIOBICH-
HBbIE MyTalMSIMK B TeHaX curHaibHOTO IyT TSC/mTOR,
Ha3bIBaeMbIC «ITOYCUHO-KIIETOUHBINA paK ¢ (ruOpoMmuoma-
TO3HOM WJIM JIESHOMHAOMATO3HOM CTPOMOIT» , 1 aHAJIOTUYHEBIE
OITyXOJIM Y TTAIIMEHTOB C TYOEPO3HBIM CKIIEPO30M MOPGhO-
JIOTMYECKH TIPAKTHIECKN Hepa3IMIMMBI OT IIOYSIHO-KITe-
TOYHOTO paka ¢ myrauueii ELOC. Crietmdudecknx Mmopgo-
JIOTUIECKMX TIPHU3HAKOB, TIO3BOJISIIOIINX HAIEKHO OTIIMYATh
MMOYEYHO-KJIETOUHBIN pak ¢ myranueir FLOC oT mpyrux
noaoOHBIX omyxoJieit, Takux Kak cIIKP u manumisipHas
CBETJIOKJIETOYHAS ITOYSTHO-KIIETOYHASI OITyXOJIb, HE CYIIIe-
cTBYyeT, a ero MU' X-nipoduib HecrienudeH, 3a UCKITIoUe-
HueM skcrnpeccun CK7, kotopass o6bryHO muddysHas,
HO B HEKOTOPBIX CITydasx TaKXKe MOXET OBITh HEOTHOPOI -
Hoit. B ciryyasix, korma mopgonorust u UT'X-uccnenoBanme
HE TO3BOJISIIOT YCTAHOBUTH OJHO3HAYHBIN AMArHO3, PEKO-
MEHIOBaHO ITPOBOIUTE MOJICKYIISIPHO-TEHETUIECKOE MCCITe-
nmoBanue reHoB VHL, ELOC, TSC1/2w MTOR |5, 43, 44].

SAK/TFOYEHME

Ha npumepe oOHOBIeHHOI MaTOMOPQOJIOTUYECKON
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¥ BCE BO3PACTAIOIIYIO POJIb MOJIEKYISIPHO-TEHETUIECKUX
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WCCIEI0BAHUN B OHKOJIOTNH, HEO0OXOAMMOCTb UX IIpUME-
HEHMS B €XEIHEBHOM ITAaTOJIOTOAHATOMWYECKOM TUarHo-
CTAYECKOM IIpaKTHUKE. IToxa 3T MeTOmBI MCCAEOOBAHUS
MaJIOOOCTYIIHBI B OOJIBIIMHCTBE OHKOJIOTMYECKUX yupe-
KOCHUIA CTpaHbl, TIOBCEMCCTHO B MOJTHOM MEPE UCITIOJIB30-
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