lpunoxeHue

26 (86,7%) ciryqaes. JlumbonaHass HHPUIBTPAINS TIIOMEPYJISIP-
Horo anmnapara ooHapyxena y 11 (43,2%) GonbHbIX, a y OCTalb-
HBIX OOJNBHBIX TUM(OHIHAS HHPUIBTPALUS ObliIa JIHIIL HHTEP-
crunmanbHas. JlumdonaHas HHQWIBTpANUs TIOMEPYISPHOTO
anmapara oOHapykeHa npu B-XJIJI, kotopslii mpoTekan ¢ ru-
NepIIeHKoIMTO30M. B cityuasix ¢ cexpelieii maparnpoTerHa ObLn
Mopdonornyeckue npu3Haky romepyiuta. Ckiepos, Gpuodpo3 u
THalIMHO3 OBLT XapaKTepeH AJISI CIIydaeB ¢ COMYTCTBYIOLIUM Ca-
XapHBIM JTHa0eTOM, TUTICTOHUYECKOW OO0JIC3HBIO.

3akniouenue. bonee yem B 80% ayTONCUPOBAHHBIX CIIy-
qaeB Oblia oOHapyxkeHa crneuuduueckas JumbougHas HH-
¢unprpanus novek. Paszutue OITH He ToNBKO CBs3aHO C
IPOBEJCHHBIM JICUCHHE WM COMYTCBYIOIIUM 3a0OJICBaHHEM,
HO ¥ CBSI3aHO C KJIMHHUYCEKOW MaHu(ecranueil 3aboneBaHus
(rumepseKoUTO3, CEKpelus MnapanpoTerHa). MacCUBHBIC
TM(pOUTHEIC HH(UIBTPATHI ITTOMEPYIIPHOTO anmapara oOHa-
PYXeHbI ToJIbKO Y OonbHBIX B-XJIJI, mpoTekalomero ¢ rumnep-
JIEHKOIIUTO30M.

CD5-no3uTnBHaA ceneseHo4yHan B-knetouyHana JWIM(I)OMa MapI'I/lHaﬂbHOI‘/'I 30HDbI
Y. DxynakaH, A.Y. MaromefoBa, C.K. KpaBueHko, T.H. O6yxoBa, A.b. Cynapukos, C.P. KapartonaH, A.M. KospuruHa, U.b. KannaHckas
OrBY lemaTtonornyeckmin HayuHblii LeHTp MuH3gpascoupassuTra Poccun, Mockea

Bgeoenue. Cenesenounasi B-xiierounast mumpoma U3 KIETOK
mapruHaibHoi 30HbI (CJIKM3) npezncrasieHa MOpQOIOrHyecKu
3pesbIMU TUM(GOUTHBIMU KJIETKaMH, KOTOpBIE 10 CBOUM HMMY-
HOJIOTHYECKHM XapaKTepUCTHKaM, COOTBETCTBYIOT JUMdoLuTam
MapruHajJbHON 30HBI BTOPUYHOTO (DOJUIMKYIIA. 3a00/IeBaHKE MPO-
TEeKaeT CO CIUICHOMET e, yMepeHHBIM JTUM(BaTHIeCKUM JTUM(O-
LUTO30M, OOBIYHO OYAroBBIM MOPaKEHHEM KOCTHOTO MO3Ta, HHO-
IJ1a yMEpEHHOH ceKkperyell MOHOKIOHAILHOTO HMMYHOIIIOOYIMHA
B CHIBOPOTKE KPOBH H/WJI MOYE M XapaKTEPU3yeTCsl OTHOCUTEIIb-
HO J0OpOKauecTBEHHBIM TeueHHneM. Kiaccumuyecku immdounHbie
kierku rpu CJIKM3 xapakrepu3yroTcst OTCYTCTBHEM SKCIIPECCUH
agturena CDS. Llenpio Halero ucciae0BaHus SIBUJIOCH U3yUeHHE
ocobennocreit Teuenns CD5-no3utusHOM CJIKM3.

Mamepuanst u memoovl. B uccienoBaHue BKJIIOYEHBI 6
OosBHBIX (5 MyX4MH U | XKeHIIMHA) B Bo3pacte oT 46 10 86 ner
(cpemnwmii Bo3pact 61,5 roma), kotopeie Habmromanuch B [ema-
TOJIOTMYECKOM Hay4yHOM IieHTpe ¢ sHBaps 2000 r. mo ¢despaib
2012 . V Bcex OombHbIX auarno3 CJIKM3 0wl ycTaHOBJICH Ha
OCHOBAaHMM WMMYHO()EHOTUIIHPOBAaHUs JIUM(OUUTOB Tepude-
pUYECKOl KPOBH, a TAK)KE HMMYHOTHMCTOXUMHUYECKOTO HUCCIIE]0-
BaHUS TpermaHoOHonTara KOCTHOro Mosra. Bo Bcex cimydasx mo
JaHHBIM TIPOTOYHON MUTOMIIOOPUMETPHUU OTMEUeHA KOIKCIIPEC-
cust antureHo CD5/CD19. Ha MOMEHT AMarHOCTHKH ObLIM
OTMEYEHB! B-CHMIITOMBI, MacCHBHas M TUTAHTCKasl CIUICHOME-
ramusg. Hu B omHOM cilydae He OTMEYEHO Nepu(epryeckor H
BUCIHEpaJIbHON TuM(paaeHonaTnu. M-KOMIOHEHT He OOHapyKeH
HH B OJJHOM ciiy4ae. B nepudepudeckoii kpoBu y BceX OONBHBIX
OblTa pa3sHOW CTENEHM BBIPAKEHHOCTH TPEXPOCTKOBAs LIUTOIIE-

Hus. [Ipy uccnenoBaHuy KOCTHOTO MO3ra OOHapy»XEHO 04aroBoe
MOpaKEHHE KOCTHOTO MO3ra. YUHTHIBasl KODKCIPECCHUIO aHTH-
reHoB CD5/CD19, ¢ nensto quddepeHnuanbHol UarHOCTHKY
BBINOJIHAJIM LIUTOr€HETUYECKoe HucciienoBanue meronoMm FISH
1t BeIsiBNeHUs TpaHcimokarun t(11;14)(q13;q32), xapakTepHoii
JUTs TAMGOMBI U3 KJIETOK MAaHTUHHOMN 30HBI. Takke BBIMOIHSIIN
MoJIeKyJIsipHOE HccienoBanue MetogoM [TP st oGHapyxeHHst
runepakcnpeccnu CyclinD1. Hu B ogHOM ciydae He oOHapy-
skeHa t(11;14)(q13;q932) u runepskcnpeccus CyclinD1. Beem
OOJIBHBIM B CBSI3M C a0JJOMUHAJIBHBIN TUCKOM(OPTOM H3-3a Mac-
CHBHOW CIJICHOMETAIINH, & TaKXKe [IUTONEHUYECKHM CHHAPOMOM
ObLIa BBITIOJHEHA CIUICHIKTOMUSI.

Pesynomamut u oocyycoenue. Ilocne CIIICHIKTOMUN Y BCEX
OOJIBHBIX OTMEUEHO KJIMHHUKO-TEMaTOJIOTHYECKOe YITydlleHHUE,
YTO MPOSBIISIOCH B BUJIE MCYE3HOBEHHs B-cMMITOMOB, HOpMa-
JIU3alMY TI0Ka3aTenei nepudepuyeckoil KpoBH, HOPMaIU3aluu
yposas JIJII. Bce mamnuents! xuBbl. Mennana HaONIOISHAS CO-
craBuia 68,7 mec (32—-112 mec).

3axnwuenue. Knaccuueckn CIIKM3 xapakrepusyercst oT-
cyTcTBUeM dkcripeccun antureHa CDS5. [1o naHHBIM TUTEpaTyphl
CD5-no3uTuBHBIE MapruHalbHbIE HOJABHBIE JTUM(OMBI TIIOXO
OTBEYAIOT Ha Pa3HbIe METOIBI JICUCHHS, B CBSI3U C UYeM aHTHUICH
CD5 paccMarpuBarOT Kak MapKep arpeCCUBHOIO TeUeHHs 00Je3-
HU. B Halem uccieqoBaHiy BBy MaJIOro KOJINYeCTBa OOJILHBIX
BBIBOJ] O TIPOTHOCTHYECKOM 3HAYCHUU HE BO3MOXKEH, OHAKO I10-
Clle CIUIGHDKTOMHH Yy BCeX OOJBHBIX OTMEYaJOCh JUIUTEIBHOE
KIIMHUKO-T€MAaTOJIOTHYECKOE YIy4IlleHHe, 4To He TpeOoBaJo mpo-
BEJICHUSI XMMHOTEPAIMHU B PAHHUX CPOKAX I1OCTE CIUICHIKTOMHUHU.

MepBNYHO-MHOXKECTBEHHDIN paK ANYHUKOB, 060404YHOI KULKN 1 NTMM¢OMa 13 KIIeTOK 30Hbl MaHTUN
(MHOXKecTBeHHbIN NMM$OMaTO3HbIN NOANNO3)

A.A. lonxnkos
Benropofckunii rocysapCTBEHHbIV HALMOHAMbBHbIN NCCNIeA0BaTENbCKMN yHMBepcuTeT;, O6nacTHOe naTtonoroaHatoMmuyeckoe 6topo, benropop

Bgeoenue. I1epBUYHO-MHOKECTBEHHBIE OIIYXOJIHU Yalle IPEA-
CTaBJICHBI pa3JINYHBIMHU BapUaHTaAMU COYETAaHUSA KapIUHOM OTHO-
TO MII HECKONIBKHUX OPraHOB. Pak u remMaToIormdeckue OmyXolH
coueTaroTcsa pexxe. IIpuBonuM coOCTBEHHOE HAONIIONEHUE Hep-
BUYHO-MHOKCCTBCHHOT'O paKa SIMYHUKOB, METaXpPOHHOI'O MHOXKC-
CTBEHHOTO paKa 0000YHON KHUIIKH U TUM(OMBI U3 KIETOK 30HBI
MaHTHUH C HOPAXKEHUEM KETyLOUHO-KUILIEYHOTO TPAKTA.

Knunuueckoe naonrwoenue. bonvnas H., 53 ner, npoxoauna
JIeUCHUE B XUPYPTUUECKOM OTCICHHN 00IaCTHON KIMHIYECKOH
6ombHuLB! benropona B 2010 . mo moBoxy paka HUCXOISLIEH
4acTHu OGO}IO‘{HOﬁ KHUIIKH. bbliia BBITTOJIHEHA JICBOBOCTOPOHHSAA
TeMHKOIIKTOMESA. [IpH maTonoro-aHaTOMHYECKOM HCCICTOBAHUH
JMarHOCTUPOBaHA yMEpeHHO auddepeHuupoBaHHas ajeHoKap-
nuHoMa. B stuBape 2011 . GonbHast Oblila TOCIMTAIM3UPOBAHA B
TeMaTOJIOTHYIECKOE OTACNICHUE B CBA3H C HANMIHeM aHeMuH. [1pu
00cieJ0BaHUM OIPEJEICHHOIO AUarHo3a He IOCTaBJIeHO, Ipe]-
HOJIATJIOCh HAJIMYME XPOHHUYEecKoro iuMdoneiiko3a. bompHas
ocrtapjeHa noj HaOmroaeHneM. B mapte 2011 . nmpu KOJIOHOCKO-
nuu ¢ duorcueil ObUIa AUArHOCTUPOBAHA OILYXOJb BOCXOMSILEH
4acTH 0000YHOMN KHIIKU — MaTOJOr0-aHATOMUYECKH YMEPEHHO
muddepeHnnpoBanHas ajgeHokapiraoMa. Kpome storo, npu ¢u-
OporacTpOCKONUH BBISBICHO TU((y3HOE MOpasKeHHE CIU3HCTON
000JIOUKH KENyAKa, KIMHUYECKH MPEAIIoNaraics pak skKeyJKa.
OnHako TIpH ATOTHCTOIOTHYECKOM HCCIIEIOBAaHUH OHMOINTATa
obHapyxeHo 1uddy3Hoe muMponpoaudepaTUBHOE IOPaKEHUE.

BrimonHeHa TIPaBOCTOPOHHSST TEMHUKOIDIKTOMUSI € YOaJeHUEM
TOJICTO-TOJICTOKHIIIEYHOTO aHACTOMO3a. [Ipy MakpOCKOIMYEeCKOM
MCCIIEIOBAHUN OTIEPAIMOHHOTO MaTepHaja TOJICTON KUIIKA BbI-
siBIICHbI UG Qy3HbIE U3MEHEHHUS CIU3UCTOW OOOJIOUKH B BHIIC
"OyJIBIKHOM MOCTOBOH" C HaJaM4YMEeM MHOXECTBA OJHOTHIIHBIX
OKPYIIBIX INNIOTHO PACIIOJIOKCHHBIX ITOJUIIOBUIHBIX O6pa30Ba-
Huit quamerpom 0,5-0,7 cm, B 8 CM OT ciIeroi KHIIKK — 3K30(uT-
HO PacTymiasi OMyXoJb AMaMETPOM OKOJIO 5 ¢cM Ha HOXKe 1,5 cm.
le/l MaToruCTOJIOTUYCCKOM MCCJICJOBAHUH TOJUIIOBHUIHAA OITy-
XOIIb JIMarHOCTHPOBAaHA KaK yMepeHHO Iud(epeHIpoBaHHas
ajieHoKapirHoMa. [1oJHMIOBUIHBIE pa3pacTaHus MPEACTABISIINA
co0oii MoHOMOp(HBIE o4ary JTumdonposrdepannu ¢ GopMupo-
BaHHEM HOIYJSIPHBIX CTPYKTYD. [lepBoHauabHO MO pesysbTaTam
MATOTUCTOJIOTUYECKOTO UCCIIEIOBAaHMS MONHON OIEHKH JUMdo-
nponudepaTUBHBIX U3MeHeHu He apaHo. Ilpu mociemyromem
KOHCYJIBTaTHBHOM HCCIICIOBAaHWH ¥ HMMYHOTHCTOXHMHYECKH
BBISIBJICHBI MATOTUCTOJOTHUECKHE MPHU3HAKK M WUMMYHO(DEHO-
Tl TUMQOMBI U3 KIIeTOK 30HbI ManTuu (CD207, CD5*, CD23,
CD43%, Cyclin D1%), ananoruunast MOpQoJIOTHYECKasi KapTHHA
¥ UMMYHO(EHOTHIIT BBISBICHBI B TacTpoOMoONTaTax. B OKOJIOKH-
IIEYHBIX TUM(PATHIESCKUX Y371aX, YBEIMIEHHBIX 10 | cM, 00Hapy-
skeHo auddy3Hoe mopakeHne, MOPPOIOTHIESCKHA U TI0 HMMYHO-
(heHOTHUITy TaKKe COOTBETCTBYIOIEE JTUM(POME U3 KIETOK 30HBI
Mmantuu. [lo pe3yibTataM UCCIICAOBaHUA TUArHOCTUPOBAH IICp-
BUYHO MHOKECTBEHHBIH paK 000IOYHOM KUIIKK M JuMdomMa u3
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