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Hcnonb30BaHNe HOBEIX MapKepoB (SIepHO-TPAHCKPHUIIIOHHBIX ()aKTOPOB), ONPEASIISIONINX THHEWHO-ClIeMU(pUIHbIC 1
IPOTrHOCTHYECKU 3HAaUUMble OHOTIOTHYECKUE CBOUCTBA OIyX0JIEBOM KIIETKHU, T03BOJIIOT IIATOJIOTY Ha COBPEMEHHOM
JTare, ONTHMHU3HUPYS HMEIOIHECs] HMMYHOIHCTOXUMUYECKHE aJITOPUTMBI, OCYIIECTBIATH TOYHYIO MOP(HOIOTHIECKYIO

JAUArHOCTHUKY.

AKTYAJIbBHOCTb TEMBI

VIMMyHOTHCTOXMMHYECKUIT METO/ 3aHMMAET B MOCIIE/I-
Hee JIeCATHIIETHE O/IHY U3 KITIOYEBBIX POJIeH B THarHOCTUKE
3JI0Ka4eCTBEHHBIX OIyxoJjeil. Jlo HeJaBHero BpeMeHH oOc-
HOBHOHM ILIEJIbI0 3TOTO JAMArHOCTHYECKOTO MeTola Obula
OlleHKa JHHEHHOW audepeHINpOBKH (TKaHeCTIeUU(Id-
HBIX CBOICTB) OMYyXOJIEBBIX KJIETOK. K coskaneHuto, 00Ib-
IIMHCTBO TPAIHUIMOHHBIX MMMYHOTHCTOXMMHYECKHUX Map-
KepOB (AaHTHTEN), AKTUBHO HCIHOJNB3YyEeMbIX B MPAKTHKE
(IpeuMyIIecTBEHHO HANpaBJIEHHBIX IPOTHB LHUTOILIA3Ma-
THUYECKUX AHTHI'€HHBIX NETEPMHMHAHT), IOKa3ald OTHOCH-
TENIbHO OTPaHMYEHHYI0 M HHU3Kyl0 creruuyHocts. Ha-
npumep, 6enok S100 (S100B), Hanbosnee mMUPOKO UCIIOIb-
3yeMblii Kak MapKep HEHpOHAIBHOW KIETOYHOH Iudde-
PEHLIMPOBKH, HApSAy C BHIPOKEHHOW SKcIpeccueil B 100-
POKa4eCTBEHHBIX OMYXOJISIX M3 000JI04eK Nepu(hepuuecKux
HepBOB (IIBAHHOMa) M BapHabenbHOI dKcIpeccueil B Moj-
TpyIIEe 3JI0KAUYeCTBEHHBIX OIMyXOJIeH U3 000I0YeK HepH-
¢bepuueckux HepoB (malignant peripheral nerve sheath
tumors, MPNST), skcnipeccupyetcst B MENaHOLHMTAX, Xpsi-
IIEBBIX M MHOSIHUTENHAIBHBIX TOOPOKAYECTBEHHBIX U 3J10-
KaueCTBEHHBIX OIyXOJIsIX, KJIeTKax JlaHreprauca, a HHOTIa
U B HEKOTOPBIX 3JI0KAYECTBEHHBIX KapLMHOMaX, B YaCTHO-
CTH, B Psi¢ KapLUHHOM MOJIOYHOH jKeJe3bl. 3a MocieaHee
JeCATHIETHE Da3paboTaHbl ropaso Oonee YyBCTBHUTEINb-
HBIC U BI:ICOKOCHCLII/I(I)I/I'-IH]:IB UMMYHOTUCTOXUMUYECKUE
MapKepbl I Pa3JIMYHBIX JSMUTCIIHAIBHBIX U HE3NMUTCIIN-
AJIBHBIX 3JI0OKAaYCCTBCHHBIX Ol'IyXOJ'Iel\/'I.

COBPEMEHHBIE INPEJJCTABJIEHUA
O AAEPHO-TPAHCKPUIIIIMOHHBIX ®AKTOPAX,
NX POJIM U ®YHKIUU B KJIETKE

OTKpBITHE  SIACPHO-TPAHCKPHIIIMOHHBIX  (hakTOpoB
(nuclear transcription factors, NTF) u u3zydenue ux ¢pyHk-
UM B KJIETKE BO MHOIOM CBsA3aHO ¢ uMeHeM Pomkepa JI3-
Buna KopuOepra, amepuxaHckoro Omoxumuka, Hobenes-
ckoro saypeara (2006 r.) 3a M3ydeHHE TPAHCKPHILHUH Y
aykapuoT (puc. 1). SInepHo-TpaHCKPHILHOHHBIE (aKTOPBI —
TpyNIa BHYTPUKIETOYHBIX OENKOB, PEryIHPYIOIINX TPAHC-
KPHIIHNIO TCHOB (T. €. aKTUBHOCTH CHHTE3a HOBBIX OEIIKOB)
B KJICTKE, YTO SIBJISIETCS KPUTHYECKOH (pyHKuuMed B Mexa-

HHM3MaxX SMOPHOHAIBHOTO Pa3BUTHUS U KJIETOYHOTO IOMEO-
craza (puc. 2). AKTHBHOCTb SAE€PHO-TPAHCKPHUITIIHOHHBIX
(axTOpoB 00YCIIOBIIEHA HAIMYNEM JIMTaH]-aCCOLNHPOBAH-
HBIX B3aUMOJCHCTBHI, B YACTHOCTH CO CTEPOUIHBIM, TH-
PEOUTHBIME TOPMOHAMH, MIPOU3BOJIHBIMU KUPHBIX KHCIIOT.
OcCHOBHBIE (PYHKIUH 3THX OEIKOB B KJIETKe: Oa3ajbHas IKC-
HpECCUsi TEHOB, PETYJSLUs OHTOTEHE3a, OTBET Ha BHEKIIE-
TOYHBIE CHTHAJIBI, OTBET HA M3MEHEHHE OKPYIKAIOIIEH Ccpelibl,
KOHTPOJIb KJIETOYHOTO LUKJIA. SIBISASACH 1O CBOEH CTPYKTY-
pe GENKOBBIMH MOJIEKYJIaMH, C Pa3BUTHEM HMMYHOTHCTO-
XUMHYECKHX METOJOB 3TO IMO3BOJIMJIO HA OCHOBE 3HAHMI
CTPYKTYPHOH OpTaHU3allMi JaHHBIX OETKOBBIX MOJEKYI,
KOTOpPBIE MOTYT BBICTYNATh B POJIUM aHTHI'CHHBIX JETEPMH-
HaHT, CHHTE3MPOBAaTh BBICOKOCHELU(HUYHYIO TPYIMy T. H.
aHTHTEN, 0003HAYaeMBIX B JIMTEPAType KaK «aHTHTeJa
JIMHEHO-OTPaHMYEHHBIX TPAHCKPHUIIIMOHHBIX (HaKTOPOB)
(lineage-restricted transcription factors). Mcrnomns3oBanue
JIAHHOM IPYIIIBI aHTHTE B MOP(OJIOTHH C IIEIBI0 HIMMYHO-
THCTOXHMHYECKOH JMarHOCTUKH OMyXOJeil 3aHUMaeT yxe
6osiee 10 sier, a MCNOJIL30BAHME TAKMX JAMATHOCTHYECKUX
antuten, kak TTF-1, CDX-2, PAX-5, MyoD1 nanuio mim-
pOKOE MPHUMEHEHHE B JUArHOCTHUKE 3JI0KAYECTBEHHBIX OITy-
XOJIeH pa3IMYHOrO MMCTOreHe3a. B CBA3M ¢ aKTHBHBIM pas-
BUTHEM MOJICKYJIIPHOW OMOJNIOTHMH YHCIIO aHTHTEN JIMHEil-
HO-OIPaHMYCHHBIX TPAHCKPHIIIMOHHBIX (aKTOPOB YBENH-
YHMBaeTCs JaBUHOOOPa3HO, U K Havany 2014 r. HOBBIX Map-
KepoB HacuuThiBaeTcs yxe Oonee 50. C yuerom moneky-
JSIPHO-OHOJIOTHYECKUX — XapaKTEPUCTHK  sIEPHO-TPAHC-
KPHITIHOHHBIX (DAKTOPOB B HACTOsIIEEe BpeMs Hamboiee
AKTYaJIbHBIMU W NPAKTUYCCKHU 3HAYUMBIMU B UMMYHOI'U-
CTOXHMHYECKON IUATHOCTHKE SIBJISIOTCS CIEAyIOIINe OHo-
JIOTHYECKHE CBOWCTBA SIEPHO-TPAHCKPHIIIHOHHBIX (haKkTo-
POB: OMYXOJIbCIELU(PHUIHOCTh, OPraHOCICHUPUIHOCTD |
HNPOTHOCTHYECKas 3HAYUMOCTb.

NUMMYHOI'NCTOXUMUNYECKA S
U MOJIEKYJIAIPHO-BUOJIOTUYECKASA
XAPAKTEPHUCTHKA OITYXOJIbCITEHU®HUYHBIX
SANEPHO-TPAHCKPUIIIIMOHHBIX ®AKTOPOB

Ha COBpPEMEHHOM J3Tall€ pa3BUTUS OTHOCHUTEIIbHO HO-
BbIX OWArHOCTHYCCKUX MCTO/IUK B MMaTOJIOTUYCCKON aHa-
TOMHH, TAaKUX KaK HUMMYHOTUCTOXUMHSA, MOJICKYJIAIpHasA
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Puc. 1. Pomxep [I3Bun Kopubepr

OUOJIOTHS, C UCTIONIB30BAHKMEM B T. Y. IN SitU-rubpuau3anum
(payopecuentnoit FISH u xpomorennoit CISH merok), B
COUYCTaHUU C MCIIOJB30BAaHHEM HOBBIX AHTHTEN JIMHEHHO-
OrpaHMYEHHBIX TPAHCKPUIILHOHHBIX (HaKTOPOB IO3BOJIACT
NPOBOANTE AU(dEpeHINANBHYI0 IHArHOCTUKY B DSy
(dopMabHO (EHOTHITUYECKH CXOXHX HeauddepeHnupo-
BaHHBIX U HU3KOAU((PEepeHINPOBAHHBIX SIHUTEIHANBHBIX 1
HE3NUTEIHAIBHEIX 3JI0KaUYeCTBEHHBIX OIyXOJeil Ha coBep-
IICHHO HHOM KaueCTBEHHO HOBOM ypoBHe [1].

OnyxonscrenuuyIHbIe  SASPHO-TPAHCKPUITINOHHBIE
(hakTOpBl — 3TO BHYTpHSICpHBIE OCNKH, BOHUKAIOIINE B
pesynbTate cneu(pUIECKUX OIyX0JIb-aCCOIMMPOBAHHBIX,
KaK MpaBUJIO, YCTOIYMBBIX I'€HETHYECKUX TPAHCIOKAIUH
W QYHKIMOHUPYIOIIME Ha JTarmax >MOpHOTeHe3a — sB-
JSTFOTCSI TIPOJYKTaMH 9TH T'€HOB U HE DKCIIPECCHPYIOTCS B
HOPMaJIbHBIX TKaHsiX. Cpeiy HUX CllelyeT OTMETUTh Hau-
Oosee  M3y4EHHbIE  OIYXOJbCIEUU(HUYHBIE  SAEPHO-
TpaHckpunuuonusie ¢axrops: TLE 1 (transducin-like
enhancer protein 1); TFE 3 (the specific molecular translo-
cation der(17)t(X;17)(p11.2;925) (basic/helix-loop-helix/
leucine zipper transcription factor subfamily MiT); SOX 2,
SOX 10, SOX 17 (transcriptions factors member of the
sex-determining region); SALL 4 (zinc finger transcription
factor); OCT 4 (POU-domain transcription factor).

TLE 1 — oauH M3 yeThIpex 4YJICHOB CeMEICTBa IeHOB
TLE, xomupyromuid TpaHCKPHITIHOHHEIE (aKTOPBI TOMO-
noruuHble mpoaykram rena Drosophila groucho gene, cpe-
1 QyHKIHHA KOTOPOTO ClieyeT OTMETHTh y4acTHe AaHHO-
r0 TeHa B PEryJIIMH W KOHTpPOJIE TeMonoasa, nuddepeH-
[UPOBKE HEHPOHOB Ha dTamax 3MOPHOHAIBHOTO Pa3BUTHSI.
TLE 1 Takxke urpaetr BaKHYIO pOJb B -KaTeHHH 3aBHUCH-
MOM CHUT'HAJIBHOM ITyTH. B HacToALECE BPEMA U3BECTHO, YTO
B-KaTeHWH CUTHANBHBI MYTh UIPaeT OJHY W3 BELYyIIHX
poJieli B maToreHe3e CHHOBHAJIBHOI CapKOMBI, YTO OBLIO
noaTBepxkaeHo cepueit paznuusbix JIHK-Mukpouumnosbix
uccneoBaHui [2], B KOTOPBIX MOKa3aHO, YTO IKCIPECCHs
Oenkxa TLE 1 sBisiercst 9yBCTBUTEIFHBIM H OTHOCHUTEIHHO
BBICOKOCTIC()MYHBIM MapKepOM JUIsi CHHOBHAIBHON cap-
koMbl [3].

CuHOBHANbHASA CapKOMa — OJHA U3 Haubosee pacmpo-
CTPAaHEHHBIX THIIOB CAPKOM Yy B3POCIBIX M COCTaBJISCT
6-10 % 13 BceX THCTONOTHYECKUX BAPUAHTOB CAPKOM MSIT-
kux TkaHed (puc. 3). Okoso 70 % CHHOBHAIIBHBIX CAPKOM
pu MOp(OJIOTHIECKOM HCCIICOBAaHUN XapaKTEpU3YIOTCsS
MOHO(ha3HBIM BEPETEHOKJIETOUHEIM cTpoeHueM u B 30 % —
Ouda3HbIM, P KOTOPOM Hapsly C DJIEMCHTaMH BepeTe-
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HOKJIETOYHOTO CTPOCHHUS ONPENEIAIOTCS CTPYKTYPHI C JKe-
ne3ucTeiM TUNOM AuddepeHunpoku. Huskomnuddepen-
[IMPOBAHHbBIE CHHOBHAJIBHBIC CAPKOMBI, KaK IPaBHIIO, MeJ-
KOKPYTJIOKJIIETOYHOTO CTPOEHHUS, COCTaBisAoT <5 % cpenu
BCEX BapHAHTOB CHHOBHAJIBGHON CapKOMBI U B YCIOBHSX
nenupGepeHIMPOBKH MOTYT BO3HHKHYTH B JIFOOOM BapH-
aHTe MoHO(Da3HOH mimm ABYX(}a3HOH CHHOBHAILHOU OITy-
XOJIeBOI1 TKaHW. BBuIy kpaiiHe MajocrenupuyHOro HM-
MYHO(CHOTHIIA HEPEAKO B NPAKTHUKE MATOJIOra BOSHUKAIOT
TPYAHOCTH C IPOBEACHUEM AMArHOCTHKU M JubdepeHiy-
AJIBHOM TUArHOCTHKU CHHOBHAIIBHOW CapKOMBI, OCOOCHHO
B CIIy4asx ¢ HU3KOW cTeneHbio () (epeHIUPOBKH OMyX0-
1. MoneKyIspHBIH MEeTOJl AUarHOCTHKH, TaKOW Kak T'HO-
puamsanus in Situ C wcmoip3oBaHHEM (IIyOPECLCHTHO
metku (FISH) ¢ uenbto oOHapyXeHHs yCTOWYHBOW OIMy-
xosbcrnenupuaaoit Tpanciokarmu t(X;18) (SS18-SSX1-2),
BCE Yallle MCIOJIb3YeTCs A MOCTAaHOBKH OKOHYATEIEHOTO
JIMarHo3a CHHOBUAJBHOH capkoMbl. OHAKO 3TH METOMBI
HOKa ellie He JOCTYMHBI IJIs BCEX MaToMOpdOIOrH4ecKux
nabopatopuii U TpeOYIOT XOPOIIO COXPaHHBIIMKCS TEHe-
THUYECKUI MaTepuai. B cBs3u ¢ 3THM Hanboee onTHMalb-
HBIM METOAOM MOP(OJIOTHYECKON BEepU(HUKALMNA CHHOBH-
QIBHOHM CApKOMBI SIBJISIETCSI UCIIOJB30BaHNE B MMMYHOTH-
CTOXMMHUYECKOW IHMarHOCTHKE OIyXOJb cHenuduyHoro
sIZIEpHO-TpaHCKpUIIIHOHHOTO (akropa TLE 1 (puc. 4).
Hapsiny ¢ cuHOBHanbHOW CcapkoMOMH, cpenu TpyHIbl
CD34-HeraTuBHBIX CapKOM MSTKHAX TKaHEH HEPEeIKO BO3-
HUKAIOT OIpPEACTICHHBIE CIOXXKHOCTH B TU(PepeHIHATBHON
JMarHOCTHKE 3JI0KAYECTBEHHOH OMyXOJIM W3 000JI0YeK
nepudepuueckux HeproB (mMalignant peripheral nerve
sheath tumors, MPNST), umeromeii kpaiiHe MaloCrenu-
¢uunbIi ntMMyHOdeHoTHIT. Hepenko ¢ yBenmdeHneM rocro-

Puc. 2. TIpocTpaHCTBEHHAs CTPYKTYpa sAEpPHO-TPAHCKPHIILHOH-
HOro akTopa

Puc. 3. CunoBmambHas capkoMa (OKpacka TIeMaTOKCHIMHOM-
5031HOM, yB. X200)
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JIOTHYECKOH CTEeNEeHH 3JI0KaYeCTBEHHOCTH HAHHBIX OIyXO-
Jeit B HUX OTMeuaeTcs IOJIHAs WM YacTH4Has yTpara CIie-
udUUecKuX MapKepoB HelpoHanbHOH auddepeHInpoBKu
(S-100; CD57; NSE). [TaHHBII THCTOJOTHYECKHUI BapHaHT
CapKOMBI NMeeT NMPU3HAKU JHHEWHOH HelpocrnenuuaHon
1 (hepeHITUPOBKY, OTpaXKaIoIIe (HeHOTHITHIECKUE CBOII-
CTBa DJJIEMEHTOB 000J0YeK MepH(epUIECKUX HEPBOB.
Krnaccnueckass rucTosiormdeckas KapTHHA 3JI0Ka4eCTBEH-
HOH OITyX0JIH U3 000JI09eK epudepruyecKux HEPBOB Mpel-
CTaBJIEHA TECHO PACIOJOKEHHBIMH Pa3HOHANPABICHHBIMU
MYYKaMH, COCTOSIIMMU M3 BEPETEHOBUIHBIX KIETOK C TH-
HEePXPOMHBIMH SAPAMH M HEYETKUMH KOHTYPAMH IIHTO-
wia3msl (puc. 5).

SOX 10 (member of the sex-determining region Y-
related HMG-box  family) SIBJIIETCA  SIIEPHO-
TPaHCKPUIIUOHHEIM (haKTOPOM, yIaCTBYIOLIIMM B PeryJisi-
MM MUTPALMU KJIETOK HEPBHOIO IpeOHs Ha dTamax 5M-
Opuorenesa [4]. Hapsiny ¢ ueM sKcrpeccust JaHHOTO Gelka
COXpaHseTCs B KJIETKaX ¢ IPU3HAKaMH INIMaJbHOI, IIBaH-
HOBCKOW M MenaHouuTapHoi nuddepenimposku. CinenyeT
OTMETHTB, YTO CETOJHS JINHEHHO-OrpaHUYeHHOE (SIepHO-
TpaHCKpUNIHOHHBIN (aktop) SOX 10 aHTHTENO SIBISETCS
BBICOYYBCTBHTEIBHBIM MapKepOM MEJIAHOMBI M 3JI0Ka4eCT-
BEHHBIX OIyXoJjeil U3 00010uek nepupeprHIecKiux HEPBOB.
Ero skcmpeccusi Takke OTMEYEHa B KapLHHOMAax MOJIOY-
HOI Kene3bl ¢ 6a3aJbHBIM U TPOWHBIM-HETaTHBHBIM HEITIO-
MHHAIBHBIM ~ MOJIEKYJIIPHO-OHONIOTHYECKUM  HOATHIIOM
paka MOJIOYHO# JKeNe3bl, Vsl KOTOPBIX OH UMEET IPOTrHO-
cTHYecKoe 3HayeHue (puc. 6).

B mociennee Bpems HaOII0aeTCs BCEBO3PACTAIOIIMIH
HHTEpeC K HCIIOIb30BAHUIO SAEPHO-TPAHCKPHUITLIMOHHBIX
(aKTOpOB B JMATHOCTHKE Pa3IMYHBIX 3J0KaYeCTBEHHBIX
omyxoneid. OcoObIil HHTEpeC MPEACTaBISET UCTIONB30BAHNE
JIMHEHO-OTPaHUYEHHBIX aHTUTEN (S1epHO-TPAHCKPHITIIU-
OHHBIX (PAaKTOPOB) B OTHOIIECHHU KATETOPHH OMYXOJIEH W3
HE3PEJIBIX 3apOJIBILIEBBIX KIETOK (IepMHHOTCHHOKIETOY-
HBIX omyxomneid, germ cell tumor), B wactHocTH, Takux
saepHbIX (aktopoB TpaHckpurmiuu, kak: OCT 3/4, Takxke
nssectHbii kak OCT 4 u POUSF1, SALL 4 (zinc-finger
transcriptional ~ factor  important  for  embryonic
development, is mapped to chromosome 20q13), SOX 2 u
SOX 17 (member’s of the sex-determining region Y-
related HMG-box family).

JlMarHOCTHUKa 'ePMHHOTEHHBIX IOHA/JHBIX M JKCTPAro-
HaJIHBIX OIYyXOJIeH TaKKe HEPEeJKO CBsA3aHa C OINpeJesieH-
HBIMH TPYAHOCTAMH, O6yCHOBHeHHbIMI/I CJIO)KHOCTBKO T'HC-
TOJIOTMUECKOTO CTPOCHUSI M HEPEIKO HATUYHEM DIICMEHTOB
Gonee opHOro rucrojoruueckoro tuma. CoBpeMeHHas
UMMYHOT'MCTOXUMHUYECKasA JHUArHOoCTHYCCKas IMaHECJIb
BKJIFOYAET B ce0sl 3HAYMTEIBHOE YUCIIO AaHTHUTEIN, KOTOPBIEC B
yCIOBHUAX aOOEpaHTHOI KOIKCIIPECCHH B psJie CIydaes,
0COOCHHO TIPU HAIMYUH HECKOJNBKHX KOMIIOHEHTOB B
CTPYKTYpEe TepMUHOT'CHHOH OIyXOJIH, MIPUBOJAT K OIpee-
JICHHBIM TPYAHOCTSAM B UHTEPHPETALUU PE3YJIbTATOB HC-
cnenoBanus (puc. 7-8).

Vcnonp3oBaHue  sepHO-TPAHCKPUILIHOHHBIX (haKTo-
POB ITO3BOJIAET ONTUMU3HUPOBATH AJITOPUTM UMMYHOI'CTO-
XMMUYECKON JIHarHOCTHKH M KOJHYECTBEHHO OLCHHTh
KaKIbIi M3 KOMIIOHEHTOB B CTPYKTYpE TI€pMHUHOT'CHHBIX
omyxonied 0oiee OJHOTO THCTOJOTMYECKOro Ttuma. Tak,
OCT 3/4 — snepHO-TPaHCKPUIIMOHHBIN (hakTop, HIrparo-
MK KITIOYEBYIO POJIb B MOJJCPKAHUM (QYHKUMH IUTIOPH-
MOTEHTHOW 3MOPHOHAIBHON CTBOJIOBOM KJIETKH, — yTpadu-
BaeTCcs Ha JTamax KieTouHoil muddepenimpoku. Jud-
¢ysHast simepHoro Tuma skcmpeccus mapkepa OCT 3/4
OTMEYeHa B TCPMHUHOTEHHBIX OITyXOJSIX (CEMHHOMa, M-

OpHOHANBHBIA pakK), KOTOPBIE MPEICTaBJICHB! ILIIOPHUIIO-
TEHTHBIMH SMOPHOHAIBHBIMH KJICTKaMH, 338 UCKIIOYEHHEM
OITYXOJIM JKENTOYHOro Memika. [ostomy Hambonee onTu-
MaJbHBIM B UMMYHOTHCTOXUMHYECKOH TMarHOCTHKE BCEX
THCTOJIOTHYECKUX — TIOJTUIIOB ['€PMHHOTCHHOKICTOYHBIX
OITYXOJICH SIBJISICTCS HCIOJB30BAHHE COBPEMEHHOTO U XO-
POIIO H3YYCHHOTO SACPHO-TPAHCKPHIIIHOHHOTO (akTopa
SALL 4. SAnepnas sxcrpeccust SALL 4 Borasisiercs B 6o-
nee ueM 90 % repMHHOTEHHOKIETOUHBIX OMyXOJieH (CeMH-
HOMHBIX 1 HECEMHHOMHBIX), BKJIFOYas! OITYXOJIb JKEITOUHO-
ro Memika (puc. 9-12).

SOX 2 u SOX 17 (member’s of the sex-determining
region Y-related HMG-box family) — cemeiictBo SOX
TPAHCKPHUILIHOHHBIX (DAKTOPOB, OCYIIECTBISICT KOHTPOJIb
b EepeHIIMPOBKH KIIETOK Ha MHOTHX 3Tamax sMOpuore-
He3a, TakHX Kak moyoBas qudepeHIpoBka, Heiipo- u
CKeJIETOreHe3, U 0Ha oxBarbiBaeT 0kosio 20 SOX rexos.

Cpenu Hux SOX 2 — siepHO-TPAHCKPHITIIMOHHBIH (ak-
TOp, KOTOPBIH, COTIACHO JINTEPATYPHBIM JTaHHBIM, ITOKa3aJl
cebs B KayecTBE XOPOLIEr0 HMMYHOTHCTOXHMHYECKOTO
Mapkepa B JHAarHOCTHKE 3MOPHOHAIBHOTO paka B DSy
TePMHHOTCHHOKIICTOUHBIX TOHAIHBIX M HKCTPAroHaIHBIX
omyxoureii [5].

MounekynsipHO-0HOJIOTHYEeCKHEe MCCIIeIOBAHUS TOCTe -
HHMX JIET 10 M3YYECHHIO TPAHCKPHUIIMOHHOTO SAEPHOTO
(axropa SOX 17 mokasaiu ero KIOUYEBYIO POJIb B KaHIIE-
pOTCHE3e OIYXOJIEBBIX KJICTOK CEMHHOMBL. OTH JaHHBIC
TaKke ObLIN MOATBEPIKACHBI PE3yJIbTaTaMU HMMYHOTHUCTO-
XHMHYECKOTO aHajn3a 3JI0KAYeCTBEHHBIX CEMHUHOMHBIX
rePMUHOTEHHOKJIETOUHBIX omyxoJel (puc. 13). SOX 17 ue
9KCIPECCHPOBAJICS B OMYXOJEBBIX KJIETKaX SMOPHOHANb-
HOTO paka, BKIOYas «UYHCTHIA» — OJHOKOMITIOHCHTHBIN
SMOPHOHANBHBIN paK, U CTPYKTypax 3MOpHOHAIBFHOHN Kap-
[MHOMBl B TEPMHHOTEHHOKJIETOYHBIX OIyXOJsIX Ooiee
OJIHOTO THCTOJIOTHYECKOTO THIA, a TaKKe CTPYKTypax
BHYTPHKaHAJBI[EBOTO dMOPHOHATIBHOTO paka in Situ. Tak-
K€ OTMEYEHO B PAIE HCCIIEIOBAHHUI BBIPAKEHHOE HMMY-
HOTIO3UTHBHOE OKPAIIMBAaHHE PA3IMYHONW CTETNEHH BbIpa-
xenHoct SOX 17 BO BceX DIIEMEHTax OMyXOJIH KEITOU-
Horo Memika [6].

TakuM 06pa3oM, UCIIONI30BAHHE B PYTHHON MPAKTHKE
[aToJIOra psifia HOBBIX MAapKEepOB SICPHO-TPAHCKPHIIIHU-
OHHBIX (haKTOPOB IO3BOJISAET ONTHMH3HUPOBATH CYIIECT-
BYIOIIME MOJXO/Jbl B MMMYHOTHCTOXMMHYECKOH HarHo-
CTHKE 3JI0KaYECTBEHHBIX T€PMHHOI€HHOKIICTOYHBIX (CeMH-
HOMHBIX U HECEMHUHOMHBIX) OIyXOJIeii, B T. 4. Goiee oHO-
O TUCTOJIOTHYECKOTO THIIA.

TFE 3 (basic/helix-loop-helix/leucine zipper transcrip-
tion factor subfamily MiT) — sxepHO-TpaHCKPUNIIMOHHBI#
(akTop acCOUMUPOBAHHBIA €O CHEU(MUICCKUM TUIIOM
HecOanmancupoBanHoi  Tpancrmokarmu - der(17)t(X;17)
(p11.2;925), BbIsIBIASIEMO#l B CBETJIOKJIETOYHOM BapHUAHTE
MOYEYHO-KJIETOYHOTO paka, Ui KOTOPOTrO €€ Hajnyue
ACCOLMHMPOBAHO C MPOTHO30M, a TAK)KE B JJOCTATOYHO pei-
KOM T'UCTOJIOTUYECKOM BAPUAHTE CaAPKOMbBI MATKUX TKaHEH —
«alveolar soft part sarcomay.

«Alveolar soft part sarcoma» OTHOCHTCS K KaTeropuu
KpaiHe pefKuX CapkoOM MATKUX TKaHeil, Ha JJOJIF0 KOTOPOi
npuxoautcs okoio 0,5-0,9 % B oOmieli cTpykType 370Ka-
YECTBCHHBIX OIYyXOJIed MATKHX TKaHeil. Kak mpaBuio, 3T0
MOJIOZIBIC [TALIUEHTHI [IHPOKOW BO3pacTHOM rpymibl — ot 15 1o
35 ner. Jlokanmu3amusi OIMyXOdH pa3HOOOpa3sHasi, BKIO-
qaouasg B ce0sl pa3iIM4HbIe OPraHbl U CUCTEMBI (MITKUE
TKaHH KOHEYHOCTEHl; B JETCKOM BO3pacTe: OpOMTa, SI3bIK;
pexe — FeHUTAJIBHBINH TPAaKT, CPEJOCTEHUE, JIETKHE, JKeIy-
J0K). IIpd MHKPOCKOIHMYECKOM HCCIICOBAHUH OIYXOJIb
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Puc. 4. CuxoBHasbHas capkoMa (MMMYHOTHCTOXHMHYECKasi peak-
s, yB. x200). Cunepakcnpeccust spepHoro tuna TLE 1 B omyxo-
JIeBBIX KJIETKAX
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Puc. 5. 3noxauecTBeHHas OIMyX0JIb U3 000J10UeK MepudepuIecKux
HEepBOB (OKpacka reMaTOKCHIMHOM-303HHOM, yB. x200)
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Puc. 6. 3m0KavecTBEHHAs OIyXOIb U3 000I0YEK MepuPepUIECKIX
HepBOB (MMMYyHOTHCTOXHMHYecKas peakims, yB. x200). Dkcmpec-
cust sipeproro trna SOX 10 B omyXoeBbIX KiIeTKax

Puc. 7. Cemnroma (OKpacka reMaTOKCHIMHOM-303UHOM, yB. x400)
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Puc. 8. DMOpHOHaNBHBIA pak (OKpacka IeMaTOKCHIMHOM-J03H-
HOM, yB. x400)
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Puc. 9. CemmHOMa (MMMYHOTMCTOXMMHYECKAs PEaKIHs, YB.
x400). Dxcrpeccust siaepHoro trna SALL 4 B omyxoneBsix KieTkax

Puc. 10. CemuHOMa (MMMYHOTHCTOXMMHYECKas PEaKLUs, YB.
x400). Dxcrnpeccust siaepHoro trna Oct 3/4 B ormyXoJIeBbIX KIleTKax

Puc. 11. DOMOpHoOHANBHBIA pak (MMMYHOTHCTOXHMHUYECKAs peak-
us, yB. x400). Dxcnpeccust simepHoro tuma SALL 4 B omyxose-
BBIX KJIETKaX
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Puc. 12. DMOpuoHanbHbI pak (MMMYHOTHCTOXHMHUYECKAsT peak-
wust, yB. x400). Dkcnpeccust sipepHoro tuma Oct 3/4 B omyxose-
BBIX KJIETKaX

Yolk Sac Tumor

Puc. 13. CpaBHurensHas xapaktepucTuka skcrpeccnn SOX 2 u
SOX 17 (uMMyHOrHCTOXHMHYECKast peakimst, yB. x200) B pazimmy-
HBIX TePMHHOI€HHBIX CEMHHOMHBIX X HECEMUHOMHBIX OITyXOJISX

Puc. 15. Alveolar soft part sarcoma (uMmyHOrHCTOXMMHYECKAs
peakuus, yB. x400). Dkcnpeccust saeproro tuna TFE 3 B omyxo-
JIEBBIX KJIETKAX

Puc. 16. CBeTyOKNETOUHBIH ITOYEUHO-KIETOUHBIH pak — Xpll.2
renal cell carcinoma (okpacka reMaToOKCHIMHOM-303HHOM, YB.
x400)

Puc. 14. Alveolar soft part sarcoma (okpacka reMaToKCHIMHOM-
903UHOM, YB. x400)

OPraHOM/JHOTO THIIa CTPOCHHMS, IIPE/CTaBICHHAs aJbBEO-
JAPHBIMM M SIYCUCTBIMH CTPYKTYypaMH, pPa3AesICHHbIMU
(uOpO-BacKyIAPHBIME CENTAMU C HaJWYHEM HEPEIKOo B
MEXKJICTOYHOH CTPOME BOCHAIUTENIBHOTO JUM(OUIHOTO-
uH}UIBTpaTa, Takke 00HAPYKHUBAIOTCS MPU3HAKU COCY M-
croii uuBasuu (puc. 14). OmyxojeBble KIETKH C 303HMHO-
(UITBHON IUTOILIA3MOM, SITUTEINONIHOTO THIIA C yMEpEH-
HO MieoMOpGHBIMUA 0a30(hMIBHBIMU SIPAMH, B KOTOPBIX

Puc. 17. CBETJIOKIETOUHBIH MOYEYHO-KIETOUHBIH pak — Xpll.2
renal cell carcinoma. Okcnpeccust sinepHoro tuna TFE 3 B omyxo-
JIEBBIX KJIETKaX (MMMYHOTHCTOXUMHYECKast peakiusi, yB. x400)

OMPENCISAIOTCS KPYIHbBIE SAPBILIKA, MPH HCIOIb30BAHUH
ClelHaNbHBIX METONOB okpamuBanust (periodic  acid-
Schiff-diastase) B uuroruiasme OmyxoneBbIX KIECTOK BBISB-
JSIOTCSL  KPUCTAUTMYECKHe CTPYKTypsl. K coxaneHuro,
muarnoctuka «alveolar soft part sarcoma» kpaiine TpyaHa
BBHUJly MAJIOCTIENU(UIHOTO MMMYHO(EHOTHIa, 00yCIIOB-
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JICHHOTO a00epaHTHOW KO3KCIpeccHeil  OIMyXOIeBBIMU
KJICTKAMH CaMbIX pPa3HOOOPAa3HbIX HMMYHOTMCTOXHMHYE-
CKHMX MapKepoB, BKII0Yas HEHPOH-CIeU(UUECKYIO 3HOIa-
3y, BUMEHTHH, aJib(a-TJIaJKOMbILICYHbIH aKTUH U B YacTH
ciryqaeB gecMuH. TakuM o6pa3oM, B LEIIOM UMMYHO(EHO-
THIT OITyX0JIeBbIX KieTok «alveolar soft part sarcoma» xa-
paKTepu3yeTcss HEHPOTEeHHO-MBINIEYHBIM THUIIOM (b de-
peHuupoBky [7].

MonekynsipHO-OHOJIOTHUECKIE HCCIICIOBAHUS TaHHON
CapKOMBI ITO3BOJIMIIM YCTQHOBUTh HAJIM4Me B HEil HecOa-
naHcupoBanHO# Tpancnokaiuu der(17)t(X;17)(p11.2;925),
KOppENUpYeMOM C  JKCIPECCHUEeW  sAEpHO-TPaHCKPUII-
oHHoro dakropa TFE 3 B omyxoneBbIX KieTKax, BBHIY
Yero MCIIOIb30BaHIE NMMYHOTHCTOXHMHYECKOTO METO/a C
1eIbi0 MOpdoIorniecKkoil BepupHuKauy JaHHOH CapKOMBI
JOJDKHO BKJIIOYAaTh B MMMYHOTHCTOXMMHYECKYIO THAarHO-
CTUYECKYI0O MaHeNb JIMHEHHO-OrPaHWYCHHOE AaHTUTEIIO
(smepHO-TpaHCKpUIIMOHHBIN paktop) — TFE 3 (puc. 15).

Hapsny ¢ 4em, cOriIacHO JIUTEpaTypHbIM JJaHHBIM, He-
cbamaHcupoBaHHblii MO Tpancnokaud  der(17)t(X;17)
(p11.2;025), BBISBISAEMBI B YaCTH CBETJIIOKJICTOYHBIX Ba-
PHAHTOB IIOYCYHO-KJIETOYHON KapIMHOMBI Y B3POCIBIX
(puc. 16-17), xapakTepusyercs XyIUIUM KIHHHYCCKHM
TeueHneM 3a00JIeBaHUs U HEONAronpusATHBIM HPOTHO30M.
Bce BBILICYKA3aHHOE TAKKE MOXKET SBIATHCS YCIOBHEM
BKJIOYCHHST B HMMMYHOTHCTOXMMHYECKYIO JMarHOCTHYC-
CKYIO MaHeJb SAepHO-TpaHCKpHunuuoHHoro ¢axropa TFE 3
KaK JIOHNOJIHUTEJILHOTO, NMPOTHOCTHYECKH 3HAYMMOIO Map-
Kepa HpH MOP(OIOTHUECKOM HCCICIOBAaHUH CBETIIOKIIE-
TOYHBIX OYCYHO-KIIETOUHBIX KapiuHOM [8].

3AKJIIOYEHUE

B nocnenHue Toapl Bee Golbliiee BHUMAHHE YACISIETCS
pa3INYHBIM MOJICKYJISPHO-TEHETHYECKUM U KICTOYHBIM
MapKepaM, XapaKTepH3YIOMNUM (yHAaMeHTaIbHbIE OHOJIO-
TMYECKUE CBOMCTBa omyxonu. OTKphITHE M aKTHBHOE HC-
MOJIb30BaHHE HOBBIX MapKepoB (sIepHO-TPAHCKPHIIHOH-
HBIX ()aKTOPOB), ONPEIEISIOINX JINHEHHOCTIEUPHUIHBIE U
NPOTHOCTHYECKH 3HAuMMbIe OHOJOTMUECKHE CBOWCTBA
OITyXOJICBOW KJIETKH, IO3BOJISIOT IaTOJIOTY Ha COBPEMEH-

HOM 3Tafe, ONTHMHU3HPYS HUMEIOIIHECs] UMMYHOTUCTOXH-
MHYECKHE alrOPUTMBbI, OCYILIECTBIATh TOUHYIO MOpdoo-
THYECKYIO AUATHOCTHKY B PsAAY HU3KOAU((EpEeHINPOBaH-
HBIX U HeIu(pGEepeHIMPOBAHHBIX OIYXOJeH pPa3IMYHOTO
TUCTOrCHE3a.
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[ocrynuna B pegakumto 30 centsiops 2014 r.

Bulanov D.V. NUCLEAR TRANSCRIPTION FACTORS:
NEW OPPORTUNITIES IN IMMUNOHISTOCHEMICAL
DIAGNOSTICS OF MALIGNANT TUMORS

The use of new markers (nuclear transcription factors) that
define linearly-specific and prognostically important biological
properties of the tumor cells allow a pathologist at the present
stage optimizing the available immunohistochemical algorithms
and perform accurate morphological diagnosis.

Key words: immunohistochemistry; nuclear transcription
factors; molecular biology.
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