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ABSTRACT

Renal cell carcinoma that has developed in the patients
with CLL in the past or at the onset of the malignancy can
induce progression of lymphatic tumor and contribute to

the rapid development of renal failure. Surgical removal of
the affected kidney does not prevent progression of CLL.
Monotherapy of CLL with alkylating agents is ineffective.
The case of successful treatment of CLL with bendamustine
is described.
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PE®EPAT

Pak no4ku, passuBLUMIACS Y GOMbHBLIX C XPOHUYECKUM NUMEONENKO30M
(XJ1J1) B aHamHe3e unn B gebioTe 3ab6oneBaHUsi, MOXET MHOYLMPOBaTb
nporpeccuio MMMAONZHON ONyXonun 1 cnoco6cTBOBaTh OGbICTPOMY Pa3Bu-
TUIO MOYEYHOM HepocTaTovHOCTU. OnepaTuBHOE ypaneHue nopaKeHHOM
pakom no4km He npepoTeBpaltaet nporpeccuto XJ1J1. MoHoTepanua XJ1J1
ankunupylowmMn npenapatamm HesddekTnsHa. NpencrasneHo Habnto-
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neHve adhpekTnBHoro nedexHma XJ1J1 6eHgaMmycTMHOM.

Kntoyesbie cnosa:
XpOoHMYeckumr numaonernkod (XJ1J1), noyeyHas HegoCTaToO4HOCTb, pak Noy-

K1, 6EHOaMYCTUYH.

BBEJIEHNE

BblcoKMil  pHCK  pPasBUTHS  BTOPBIX
omyxoJsiell MPH XPOHMUECKOM JIUM(O-
nefikoze (XJIJ1) uaBecren nasuo [ 1 —3].
Yacrora Bropbix onyxosed npu XJ1J1
MMeeT TEeHJEHIMIO K YBeJWUEHHIO H
cocrasaser 6,8—19,5% [4, 5]. M.H.
Greene W COaBT. TPOBeJNH aHAIN3 Y
4869 6Gosbubix XJIJI u B 234 cay-
Yasix BBISIBUJIM BTOpbIE OIMYXOJH, UTO
MPeBbIIAT0  OXKUAAEMYIO  YacTOTy
[6]. M. Hisada u coaBT. noaseprsn
PeTPOCNEKTHBHOMY ~aHaJN3y JaHHbIE
16 367 naunentos ¢ XJIJT u otmeTnin
yBeJIMUeHHe YaCTOThl BTOPBIX OTYXOJIeli:
otHocuTenbHbIH puck (OP) cocraBua
1,2. Y my»kunH HauboJIee 4acTo BCTpe-
yanuch capkoma Karmommu (OP 5,09),
menanoma (OP 3,18), pak ropraun
(OP 1,72), pak nerkoro (OP 1,66) u
oryxosin rosioBHoro mosra (OP 1,91).
Y 2KeHIIUH Yallle BBISBJISINCH OMyX0JH
JKKT (OP 1,76) u moueBoro my3sbipsi
(OP 1,52) [7]. UtanbsincKue Heee1o-
Batesu F'R. Mauro u coaBT. 1o pesy.ib-
tatam u3ydenust 1011 ciayqaer XJIJI
nokas3aJsii 3aBHCHMOCTb YacTOThl pas-
BHUTHSI BTOPBIX OTyXOJIell OT Bo3pacTa.

Y naupeHToB MJajie 55 JieT BTOpble
OMyXOJIH BBISIBASIMCH B 8 % caydaes,
crapue 55 net — B 10,7 % [8].

Bropble omyxosu ciy:KaT OJHOH
M3 NpUYuH cMepTH 60JbHbIX ¢ XJIJT B
anamuese. [lo pannbiv M.J. Kyasa n
COaBT., BTOPbIE OMNYXOJH MOCJYKHJH
npuunHoii cMepTH Y 9 % Gonbhbix XJ1J1
[5]- K. Suzuki u coaBt. Ha ocHoBaHun
aHaJ/M3a NMpUYHH CMEPTH 75 NallMeHTOB
¢ XJIJT u Bropoit 3/0KkauecTBEHHON
OMyXoJIblo  yKasbiBatoT, u4to 16 %
6OJILHBIX YMEPJIM OT BTOPOH OIyXOJIH,
B uyactHoct oT paka JKKT, serkoro,
MeYeHH, TMOJLKEJYI0UHON Kese3bl U
npocrathl [9].

B nocsenHne rombl  MOSIBUJHCDH
ny6JuKauuu 06 yJallleHUH MpPUCOeIH-
Henust K XJLJI 1Byx uim Tpex sJsokauve-
CTBEHHBIX HeJMMQOUIHBLIX OIyXoJeH.
K. Parekh u coaBT. B peTpoCrneKTHBHOM
HceseloBannu, obobiatonieM HabJIro-
Jienusi 3a 1329 607bHBIMH, OTMETHIIH Y
30 % nauuento ¢ XJIJ1 u pakom Jer-
KOTO pa3BUTHE 110 KpalHel Mepe OIHOH
U3 CJIELYIOUIMX OIMyXoJieil: MesaHoMa,
pak ropTaHu U pak TosicToi Kutiku [ 10].
M.L. Pigeaud-Klessens u P. van der
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XJUT v paKk nouku

Valk onucanu y 6os1bH0# XJ1J1 pasBuTHE MeJTaHOMbI HUXKHETO
Beka cyieBa M paka koxu [11]. P Prosvic n coaBt. npencra-
BusM codetanue XJIJI, cBeT/IOKIETOUHOrO paka MouKH U paka
npocrathl [ 12].

Y J1L ¢ TUMoTposihe paTHBHBIME 3a60/1€BAHUSIMH He -
pesiko pasBuBaeTcsi pak nouku [ 13—15]. Ha ocHoBe anannsa
7391 cayuast HeXo/uKKMHCKHX Jiumdom A. Mellemgaard
U COaBT. OTMETHJ/IH, YTO Hapsily C yBeJMUYEHHEM 4aCTOThI
paka JIerkoro, KoxKu M rpocrathbl Ha0J10aeTcst poCcT Yuc/a
CJTyuaeB paka MovykH KakK y My»KunH, Tak uy xkeniud (OP 2,8
1 3,6 y My>KUMH M XKEHUIMH COOTBeTCTBeHHO) [3]. HacroTa
paxa nouku npu XJIJI HenspectHa. Mmetorcst onucanusi ot-
JIeJIbHBIX cJllydaeB W HeGoJbLIKX rpynn nauuenToB ¢ XJIJI,
y KOTOPBIX JMarHoCTHPOBAHbl 3J10KaYeCTBEHHbIE OMyXOJH
nouek [12, 16—18].

[TpHurHBI pa3BUTHST HEJTUM(POUIHBIX OTTYXO0JIeH Y GOBHBIX
XJIJI Hesichbl. Moryr uMeTb 3HaueHHe HacJeCTBeHHast
NpepacroioKeHHOCTb K PAa3BUTHIO OMyXoJeil, MyTareHHoe
JefiCTBHE LMTOCTATHUYECKUX MPernapaToB, HUMMYHOIE(HUIINT,
BbI3biBaeMbll Kak XJIJI, Tak W uWMMyHOCynpeccHBHOH
tepanuer. XJIJI xapakrepusyercsi riy6okoil runoramma-
rioGynHemuedt u anchyHkured T-suMdbonutos [19—22].
Hapyuwenne T-kaeTouHOH MMMYHOpEryJsiulMM Ha pPaHHUX
cranusix XJIJI npogemoncrpuposano R.T. Perri u N.E. Kay
[22], koTOopble oTMeTHIM AUChYHKIMIO T-Xe/rnepoB u mo-
BbIlLIEHHE aKTHBHOCTH T-cynpeccopos, a TakKe HapylleHHe
(DYHKLMHM aHTHIEHIIPe3eHTHPYIOLIUX KJaeToK. [lo MHeHuto
psiia aBTOPOB, Takasi JUCGYHKLHS T-JMM(OLHUTOB MOXKeT
Cnoco6CTBOBATh Pa3BUTHIO BTOPOi omyxosn [21, 22].

[unorammorsio6ynuHemusi oGHapyKMBaeTcst TPUOJIH-
3uTesbHO y 8 % maluenToB B Hauasje 3a00JieBaHus, a MpH
nporpeccun XJIJI onpenensieTcsi npakTHYECKH Y KaxKIoro
Broporo [20]. B stom cwmbicie mokasatesibHbl paboThl J.
Piszcs u coasr. [23], C.W. Hsu u coaBr. [24], KoTopble oT-
meTuiH, uto onyxonu JKKT (pak »kesyzka, npsiMoil KUILIKH,
MUIIEBO/IA ) Uallle BCTPeyualoTest Ha mo3iHux craausx XJ1J1.

Hau6osnee wacro npu XJIJI nabsionaercsi cHukeHue
ypoBHst [IgM 1 IgA, Ho HepeiKo oTMeUaeTCs MoJaBJIeHHEe BLeX
Tpex KaaccoB nummyHornobyanna (IgM, IgA, IgG) [20], uto
TaKxKe CMOCOGCTBYET Pa3BUTHIO BTOPBIX omnyxoJei [25]. My-
TareHHOe BO3IEHCTBHe TPUMEHsIEMbIX CrellH(pUIECKHX MPO-
THBOOITYXOJIEBbIX MIPENapaToB U Bbl3biBaeMasi HUMH HMMYHO-
cynpeccust npu XJIJI uaydennt Hepocratouto. MasecTHo, 4to
aHaJIOTH MypHHA BbI3bIBAIOT VIMTEJbHYI0O HMMYHOCYIPECCHIO
[26]. B.D. Cheson u coaBT. orpeesui 4acToTy BTOPBIX
onyxosieit B rpynne u3 2000 naumentoB ¢ XJIJI B nepuon
peLuaInBa U Nporpeccu 3a6oJ1eBaHusl, KOTOpble paHee MoJy-
yann daynapabud [27]. ABTopaMu OTMEUEHO yBeJMUeHHe
KOJIMUECTBA CJIy4aeB BTOPbLIX OMyXoJieH MpH rnpueme ryia-
pabuHa, HO MO cpaBHeHHIO ¢ oOuled Momyasured OOJbHBIX
XJ1JI pasuunia 6blia cratuetiuecku HesHaunmoi. T. Robak u
COABT. He BbISIBUJIM B3AHMOCBSI3H MKy KIaJIpUOUHOM H ya-
CTOTOH BTOPKIX onyxoJeil npu XJ1J1, a Takke cunnpoma Pux-
Tepa [28]. B oTHouleHnu xaopaMOyiinia Takasi 3aBUCHMOCTh
umeetcsl. Mranbsinckue ucenenosaresu V. Callea u coasT. B
peaysbrare ananuda 389 nabaonenuii XJIJ1, otmetunu poct
4acTOThbl BTOPBIX OIMyX0JieH Y MaLUeHTOB, JJIUTEbHOE BpeMs
MoJTy4aBIIMX XJa0pamoyiu [29].

JIaHHBIX O CBfI3H MOHOKJIOHAJIbHBIX aHTHTEJN (pPHTYK-
cumab, aseMTy3ymal) co BTOPbIMH OMYXOJISIMH B JIMTEpaType
HaMH He HalJIeHo.

Takum o6pasoM, BOMpPOC B3aUMOBJIMSIHHST PaKa MMOYKH
XJIJ1, compoBoxnatonmxesi MoyeyHol HeA0CTATOUHOCTHIO,
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MpaKTHUECKH He H3ydascsl. TakTvKa Tepamuu B MOAOGHBIX
KJIUHUYECKUX CHTyalUsIX OCTaeTcst Hepa3paboTaHHOH.

B nanHo# paboTe mpeacTaBieHo OMUcaHUe TPeX KJINHH-
yecknXx HabJiofieHud cBs3n paka noukd u XJIJI, composo-
JKIAIOLINXCST TOYeYHOI HeI0CTAaTOUHOCTIO.

HABJIFOIEHMNE Ne 1

Boabhoit 3. 69 ser. B 2008 r. ycranosnen auarnos B-XJLJI,
cramust B o Binet. [ocsie Tepanun nukiaodochamMuaoM mno
400 Mr 5 BBeJIEHHH JIOCTHIHYTO COKpallleHHe nepudepuue-
CKHMX JIMM(OY3JI0B, YMeHblIeHHe pa3MepoB cejiedeHku. 1o
2010 r. HaxoausCsl B YIOBJIETBOPHTENLHOM COCTOSIHUN 6e3
tepanuu. C mast 2010 . oTmMeueHo yBesnuenne nepudepu-
YyecKnX (maxoBble 10 43 MM) M BHUCIepPAJbHBIX JUM(OY3/I0B
(MaccuBHble KOHIVIOMepaTbl a0AOMMHa/bHBIX W 3a0pio-
HIMHHBIX pasMepom jio 140 X 63 mMm), neueHu (npaast 10Jist
190 x 100 mm, seBast moast 160 X 80 MM) U cesie3eHKH
(160 x 74 mm). OnHOBpEMEHHO C MpU3HAKAMH MPOTPECCH-
poBanusl 3ab0JieBaHUsl BblsiBJIEH TPOMOO3 MOBEPXHOCTHOH
HepeHHoll BeHbl cripaBa. [1pn KommbioTepHOi ToMorpadHu
(KT) o6HapyxeHo oObeMHOe o0Opa3oBaHHe B JIeBOH
nouke (pasmepom 34,4 X 30,0 X 35,0 MM), B CBSA3M C UeM
27.09.2010 r. BeinosiHena HedpakToMust cieBa. [1pu rucro-
JIOTUYE€CKOM HCCJIEI0BAHUM YaJleHHOH TOYKH oOHapy:KeHa
KapTHHA TOYeUHOKJIETOYHOrO Nnanu/uisipHoro paka [ tuna, I1
CTaIuM aHariasud M ovaroBasi JUM(OMHast HH(HUILTpaLHs
(puc. 1).

[1pu 1a6opaToOpHOM HCCJ/I€I0BAHUH BbISIBJEHBI aHEMHUSI
(remorsio6un 75 r/a), TpomGoumTonenns (80 X 109/7),
neiikonntos (149 X 10%/n), mumdountos (89 % ); runonpo-
teunemusi (57 r/.1), runoans6ymunemus (30 r/1), ypemus
(moueBuHa 20,5 MMOJIB/ I, kpeatunun 280 MKMOJIb/JI),
CKOPOCTh Ky60ukoBoi husbTpaimn (CK®) — 23 ma/Mun.
B muesiorpamme sumbounthl coctasisin 79 %. B Tpena-
HoGHoNTaTe BBISIBJIEH OUYAroBO-AHU(PQY3HBIH pPOCT JHUM-
(hOMIHBIX KJIETOK THIMA JHUM(pOLUHUTOB H TPOJUMPOIUTOB
(puc. 2). [1pu rucrosornyeckom Mccjea0oBaHUN GuonTaTa
neyeHu OOHApYKEHO MaCcCHBHOE paspactaHue JuMdo-
[IUTOB, TIPOJUMQOIHUTOB U NMapauMMyHOGJ1aCTOB 1O XOLY
NMopTaJbHBIX TPAKTOB M B 1leHTpe JoJiek (cM. puc. 2). B
JUMQOoy3Jie BHISBJANOCH AU(QY3HOE paspacTaHue JHM-
(hOMIHBIX KJIETOK MEJIKOTO M CPe/IHero pasmepa, MecTaMu
OTIpe/IeISININCH TI0JIS KPYMHbIX KaeToK (cMm. puc. 2). [lpu
MMMYHOTHCTOXHMHUECKOM  MCCJIEIOBAHHU  MeJIKHE U
cpennvie JuMGOUIHbIE KJIeTKH 3KcnpeccupoBasn CD20,
CD23, CD5, CD45RA, npu 3T0M KpyIHble KJIeTKH ObIIH
OTpHLATEJbHBIMH M0 3TUM MapKepaM. OnyxoJib oKasaJjach
pe3ucTeHTHOH K HKIodochamMuny. BonbHo# ymep ot mpo-
rpeccupoBanus XJLJI.

Takum o6pasom, B MNpeACTaBICHHOM HabJIOAECHUH
6oabHol XJLJI, cranquu B no Binet nocsie kpatkoBpemeHHOH
Tepanuu UUKIohochaMUIOM Haxoaucs 6e3 JiedeHHs B CTa-
6uJILHOM cocTosiHMK B Teuenue 2 jiet. [Iporpeccust B-XJIJI
coBMnajia ¢ TPUCOEIMHEHMEM BTOPOH ONyXoJM — paka
noyku. Ha ocHoBaHMM MOPGHOHMMYHOIMCTOXMMHUECKOTO
ncenenoBanus TpaHcdopmalps XJ1J1 B KpynmHOKIETOUHYIO
onyxoJib (cunapom Puxrepa) uckaiouena. BosbHO# mo-
CTYNMWJl B CTallMOHAp C TMpH3HAKAMM MOYEYHOH HejocTa-
TOYHOCTH, OOYCJIOBJIEHHOH pakoM H JMM(OMOH B JeBoi
nouke. OnepaTHBHOE yjlaJeHHe NMOPaKEHHON JIEBOH MOYKH
¥ TOBTOPHAsl Teparnusi LUUKJI0opochaMuIoM OKasaluch He-
3(heKTHBHBIMH.
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b.T. [Ixxyma6aeBa u ap.

Pue. 1. (A) Onyxonesoe o6pa3oBaHue B No4ke (Makpornpenapar).
() TwcTonornyeckas KapTvHa MOYEYHOKIIETOYHOrO Nanunnsap-
Horo paka | Tmna. Okpacka remMaToOKCUIIMHOM U 303MHOM, X200.
(B) NHdpmnbTpaT B CTPOME MO4KM, COCTOALLMIA M3 KNETOK Tuna
MarnbIX MMOLMTOB, NPONUMAOLMTOB Y eANHUYHBIX napammmy-
HobnacTos: cy6eTpar XJ11. Okpacka remMaToOKCUMIIMHOM W 303K-
HOoM, X400

Pue. 2. Tuctonormnyeckas kaptuHa XJ1J1/numdoumTtapHon numdomsbi:

A — KOCTHbI Mo3r. OKpacka remaToKCUIMHOM U 303MHOM, X200; 5 — neyveHb. Okpacka reMmaToKCUIMHOM 1 303MHOM, %X 200; B — num-
patnyeckumii yzen. Okpacka reMmaToKCUIMHOM U 303UHOM, X 200; I — numdaTnyeckmnin y3en: onyxosb npeacTaBneHa Knetkamy Tmuna Masbix
NMMAOUNTOB, MPONUMEOLIMTOB 1 AUCKPETHO PacnofioXXeHHbIMKU napanMmyHobnactamu. Okpacka reMaTokCUIIMHOM U 3031HOM, X400
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HABJIHOIEHUE Ne 2

Bosbnoit M. 63 et. B Hoss6pe 2009 1. Bo BpeMsi cTallioHapHOTO
o0cJ/1e10BaHusl 110 MOBOJLY KaJslbKyJie3Horo xoseuuctura npu KT
oOHapy2KeHbl HOBOOOPA30BaHKE B MPABOH MOUKE M JIEHKOLIUTO3
(181 x 10%/1). B 5T0M 3Ke Mecsilie BBINOJHEHA HePIKTOMHS
cnpasa. Ha 4—5-# neHb nocsie onepaiyi Ha (hoHe rurmepJie -
KOLIMTO3a Y NallMeHTa pa3Buach aHypHsl, B CBA3H C YeM OblH
HavaTbl MPolleLypbl reMonanu3a. Ha 7-it nenb 60JibHON GbLI
nepesejieH B [eMaTo/IorMuecKnil HayuHbli LEHTP /151 lasibHel -
uiero o0c/en0BaHus U Jieuenust. [1pu noctynieHun coxpatsi-
JMCh aHypHst, runepeiikountos (380 X 10°/11), aGeomoTHbI
sumdoumntos (94 %), anemus (93 r/.1), TPOMGOUUTONEHHS
(75 X 10°/n), ypemusi (moueBuna 10,6 MMOJIL/J1, KpeaTHHHH
377 MkMosb/n, Kanuii 5,8 mMmosb/n). Tlpu obeaenoBanmu
BbISIBJIEHbBI YBEJHYEHHE NMepUEpUUECKHX, BHYTPUIPYIHBIX
BHCLIEPATBHBIX JUMDOY3JI0B, criieHoMeranns (169 X 67 mMm
no ¥Y3WM). I'lo nannbim KT oGHapy:keHbl 1ByCTOPOHHHE [THEB-
MOHMSI W MJIEBPUT. B MuesiorpaMmme KosiM4ecTBO JIMM(OLHTOB
cocrapasiio 76,4 %. B TpemanoGuonTtate onpejessiach
muddysHast auMQoMHast TpoJudepalus, MpeacTaBaeHHast
JuMdotTaMu 1 riposumdormtamu. [1pn uMMyHoheHOTHITH -
poBaHHK Ha npoTodHoM duoopumerpe 93 % KIeToK Gbliu
npesicTaB/eHbl B-uMdolmTaMi, KIOHANBHBIMU MO JIETKOH
K-1lenH HMMYHOTJIOOYMHOB M KosKenpeccupylotymu CD5/
CD23/CD43. Tlpy HMMyHOXHMMYECKOM HCC/IENOBAHUH B
KPOBH OTMEUEHO CHHKEHHE YPOBHSI HOPMaJIbHBIX KMMYHOIJIO-
6ysinHoB (1gG u IgA), BbicokHil ypoBeHb B2 -MHKPOTJIOOYJIMHA;
B Moue BbisiBjieH 6eJioK bene-JIkonca k-tuna (0,33 I‘/JI).

[Ipd  rUCTOJIOTMYECKOM  HCCJENOBAHMH  YlaJIeHHOH
NpaBoi MOYKH OOHApPYKeHbl NPU3HAKH MOUEYHOKJIETOYHOTO
CBETJIOKJIETOYHOIO PaKa H 04aroBoe MacCUBHOE pa3pacTaHue
TUIOTHO JIeXKAIUX MeJKHX JUM(pOUIHBIX KjeTok. JIuMdo-
WJIHbIE KJIETKH ObLIH MOJI0KUTEbHBI 10 Mapkepam CD45RA,
bel2, CD23, CD5, ZAP70 u oTHIATeJbHBI 10 aHTHMeHaM
CD20u CD10.

Ha ocHoBe mnoJsiydyeHHbIX J@HHBIX YCTAHOBJIEH JHArHos
B-XJ1J1, cranusi Cnio Binet, c cexpenneti 6enika bene-xonca
k-tuna. CocrosiHue nocye Hedpakromun 05.11.2009 r. 1o
MOBOJLy 110Y€YHOKJIETOYHOTO CBETJIOKJIETOYHOTO paKa 1npasof
MOYKHM: OCTpasi noyeyHasi HeJLOCTATOUHOCTb, JABYCTOPOHHSIS
MJIeBPOITHEBMOHHS, SKCCYAATHBHbIN MJIEBPHUT.

[IpotuBoonyxosieBoe sevenue (1uxaopochamua 8O0 mr
3 BBeJIeHUs, 3aTeM xJopamMOylus 8 Mr) NpPOBOAMJIOCH Ha
(hoHe remonManM3a M aHTHOAKTepHaIbHON (MeporeHeM, 3p-
TareHeM, BaHKOMHLHMH), TIPOTHBOTPUOKOBOH (psryKoHA30.1)
Tepanuu nHeBMOoHMH. Yepes 3—4 1HS OT Hayasa Tepanuu
tynkuusi nouek Oblia BoccraHoBsena, CK® cocrapisiia
38 MJ1/MHH 1 IpoBe/ieH1e reMoann3a GbLIo MPeKpalleHo.
YpoBeHb JIEHKOIUTOB CHU3MJICS 10 29,7 X 10°/.1, KOJIHUECCTBO
JTUMGOLHTOB cocTapsiio 75 %. OnHako oTMeuanoch HeaHa-
YUTeJIbHOE COKpallleHHe TepuepHYeCcKHX, BHCLEPabHbIX
JIUM(OY3JI0B, pa3Mepbl CeJIe3eHKH OCTaBalUCh MMPEKHUMH.
[IpotuBoonyxoJsieBast Tepanusi Oblja NpepBaHa H3-3a MpH-
COEJIMHUBLLEHCS K [HEBMOHHM JbIXaTeJbHOH HeLoCTaTou-
HOCTH M pasBUTHs cercuca. B ¢BfI3M ¢ HecTaOUJIBHOCTbIO
reMOJMHAMUKH, HapacTaHHeM MeTa00JMYeCKOro alu103a
60JIbHON OblJ MepeBe/leH B peaHHMalMOHHOE OT/eJIeHHe.
Antn6akrepuanbHasi U MacCHBHAsl CHMITOMAaTHYeCKasl HH-
(ysroHHas nHOTpONHas Tepanus (1opamun 10 MKr/Kr/MuH,
HopajpeHa un 2 MKr/Kr/MHH) Ha oHe HCKYCCTBeHHOI BeH -
THJISILIAM JIETKUX He TIPUBEJIA K MOJI0KUTENbHOMY Pe3yJILTaTy.
CmepTb 0OJIBHOTO HACTyNuJa B pe3yJbTaTe Pe3HCTEHTHOrO
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cenruyecKoro woka. [1pu rucrosornyeckom ucc/e0BaHuk
CEKLIHOHHOTO MaTepHasna oOHapy:KeH MeTacTas paka MoukH
B OKOJIONOYEYHOH KJleTUaTKe crpaBa, B JIEBOH MOoyKe —
ouaroBasi JMM(OMHasi TIpoJH(epalyss MPenMyleCTBEHHO
MEJIKUMH JIMM(POUIHBIMH KJIETKAMH.

B nanHoM HaGJ/1l0JeHUH OKa3aHO coyeTaHue B jebloTe
3abosieBanus aAByx omyxosied: B-XJIJI u paka npaBo#t nouxu.
YKa3aHHbIH c/Tydai HarJIsIHO IEMOHCTPUPYET, YTO [P HAJUUHH
BTOpo# omyxosn XJLJI 6GbicTpo mporpeccupyeT, o0 ueM CBHJEe-
TEJIbCTBYET THIEPJEHKOLUTO3, ObICTpOe pa3BUTHE JUMdase-
HOMNATHH, CIJIEHOMEranusl U HapylleHHe (yHKUMHM 1ouvek. Kak
Y B 1IepBOM HaGJIIOIEHHH, ONlepaTHBHOE y/laJleHHe TTOpaXKeHHOH
paKoM TMOYKH M MOHOTEparus alKUJIUPYIOLIMMH NpernapaTtamu
He TI03BOJIHJIH KYTTHPOBATD MTPOTPECCHIO IMM(OUTHOH OIMyXOJH.
BoipaxkeHHblil UMMyHOeHIMT Ha (oHe Tmporpeccd XJIJ1
NpUBEJ K MPHUCOEMHEHHIO TSKEJbIX HH(EKLIMOHHBIX OCJI0K-
HeHUH, pepaKkTepHbIX K aHTHOAKTEePHATLHOK TepaTni.

HABJIHOIEHME Ne 3

BoubHoit ®@. 63 ser. [uarnos: B-XJIJI, craguss A no Binet.
B rteuenne 3 ser (2007—2010 rr.) Haxoauscsi mMoj Ha-
OJitojleHHeM  rematoJiora  6e3  criellMpuyeckor  TeparnuH.
B nos6pe 2010 . oTMeueHO MOBHIIEHHE YHCIA JIEHKOIIMTOBR
no 177 x 10°/n u umpouutos 10 91 %, ymeHbluenue
TpoMOOLUTOB 10 89 X 10°/1; yBemuente ypoBHs MOYEBHHEI
(9,8 Mmouib/1), Kpeatruuna (230 MKMOJIb/JI), MOYEBOH KHC-
JoThl (488 MkMouL/1), chmkenre CK® (36 ma/mun). Kpome
TOro, HaGJIIOANIOCh YBeJHUeHue TepHudepnyecKnx JumMbo-
Y3JIOB M JIUMOY3JIOB OPIOIIHON TMOJIOCTH, 3a0pPIOIIHHHOTO
MPOCTPAHCTRA, MevenH (JeBas noast — 111 X 46 mm, npasas
jonsi — 164 X 110 mMm) u cenesenku (165 X 68 mm). Ha
thone nporpeccun XJIJ1 oGHapy:keH TpoMO03 GOJIBILION TTOJI-
KOXKHOH BEHBbI JIEBOH HUKHEH KoHeyHocTH. [ Ipn uMMyHOdeHO-
TUTIHPOBAHUU B HCCJIeyeMOI TIpo6e KPOBU JUMQOLMTAPHBIH
noJron coctasasti 92 % Beex NpouMTaHHbIX COObITHA. B Hem
npeoGJananu B-sumM@oLnThbl, KJIOHaNbHbIE M0 JIETKOH K -11eMH
UMMYHOTJIOOYJIHHOB ¢ UMMyHOodeHoturniom CD19+, CD5+,
CD23+. B muenorpamme sumoiinthbl cocrapisiu 70 %. B
TpenaHoGHonTaTe onpee/isiach HHTepCeTULHaIbHAs HHUIb-
Tpauus JMMQOUIHBIMU KieTKaMu HeGoJibloro pasmepa. [1pu
MMMYHOXHMHUECKOM HCCJIEIOBAHHH: B KPOBH BbISIBJICHO CHHU-
»KeHue ypoBHsi [gM, MoBBbITLIeHNEe YPOBHS B2 -MUKPOTJI00YIHHA
(9,47 wmr/n). B Moue oGHapyxeHa cekpelusi Geska bBenc-
Jlxonca (0,15 1/cyr). KT opranos 6pioliiHoii NoJ10CTH MOMHMO
YBEJIMYEHHbIX JIMM(OY3/I0B BBISIBUJIA OMYyX0Jb JIEBOH MOYKH
(puc. 3). I'To naHHBIM MyHKUHMOHHON GUOINCHH JIEBOH MOYKH OT
22.11.2010r. ycraHoBJIeH IMarHo3 paka nouxku. Hedpakromust
BoinosiHeHa 20.01.2011 r. Tpu rucronoruueckom uccseno-
BaHUH YCTAHOBJIEH [OYEYHOKJIETOUYHbIH CBETJIOKJIETOYHbIN
pak, [l crenenn anansasun no @ypmany, a Takke oGHapyKeHa
ouaroBasi HH(UILTPALIHs, TPeJICTaBIeHHAsT METKUMH JIMM(O-
WIHBIMH KJIeTKaMU (puc. 4), MOJNOXKHTEJIbHBIMH 110 aHTHI€HaM
CD20, CD 23, CD43, CD5 u otpuuiaTebHBIMU 110 MapKepy
CD38. OcHoHasi macca kiaetok ZAP70 mnosokuTe/bHBIE
(puc. 5). B 5—7 % onpenensmch nosoxureabhbe no Ki-67
KJIETKH. [IpM KapHOJIOrMYeCKOM HCCJIEIOBAaHUH BbIsIBIEHA
nenenust xpomocombl 1 1p. TTpu mosekysisipHoM Hcciei0BaHHK
oOHapy:KeHbl cOMaTHYeCKHe MyTalMH TFeHOB BapHalesbHbIX
PETHOHOB TSXKEJIBIX Lereli UMMyHOr106Yy.11HOB (98 % ).
BoJsibHOMy 1poBeieHO 6 KypcoB MOHOTepanuu 6eHiamy-
ctirom 90 Mr/m? B 1 -1 1 2-1i 1M Kypea (Kypchbl TOBTOPSAJIHCh
Kaxble 28 nueit). [losrydeHbl yacTHUHAST peMUCCHs, YJIyu-
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Puc. 5. B cTpome NO4€4YHOKIETOHHOrO CBET/IOKNETOHHOrO paka —
KNETKM XPOHUYECKOT0 TIMMONENKo3a/nMmaoLMTapHon nMmcomsl,

nonoxwuTenbHble No akcnpeccun mapkepos: CD23 (A), CD5 (b),
ZAP70 (B). UMMyHOrncToxnMmyeckoe nccnegosaxue, x200

KIMHUYECKAST OHKOTEMATOJIOTHIS



XJUT v paKk nouku

nieHne (YHKIMH eIMHCTBEHHOH Moukd (Bospactanne CK®
710 58 ma/Mun). Oc03KHeHUil TP Tepanuy GeH1aMyCTHHOM
He HaOJI0/1aJ10Ch.

Takum oOpasom, B JaHHOM HaOJMIOAECHHU PaK MOYKH
ycTaHoBJieH Ha ¢oHe GuaronpusitHoro Teyenust XJ1J1 yepes
3 rona. CyellyeT OTMETHTD, YTO NMALMEHT HAXOAUJICS MO Ha-
6JtoieHHeM 0e3 MpoTHBOOMYX0JeBOH Tepanuu. Ko Bpemenu
JIHAaTHOCTHKH BTOPOH OIyX0JIM OTMEUeHO ObICTPOE POrpeccH-
poBanue XJIJI ¢ BoB/iedeHHEM MOYEK H Pa3BUTHEM MOYEYHOH
He/IOCTATOUHOCTH, OOYCJIOBJIEHHOH pPakoM U JHM(OHIHBIM
nopakeHueM, a TakxkKe cekpeleil napanporerHa. Teparnus
6eHaMyCTHHOM T03BOJIMJIA MOJYYHTh YACTHYHYIO PEMHCCHIO
1 YJIYUIIHTD (QYHKIHIO eXHCTBEHHOMN MTPaBOH MOUYKH.

OBCYXIAEHUE U 3AKNHOYEHUE

3a nocsennre 10 Jier HOBble MOAXOAbI K JedeHHi0 XJIJ]
MO3BOJIMJIM YBEJIMYUTL TOKasaTesau 0O0LLel BbI)KUBAEMOCTH
NalMeHTOB, HO BMeCTe C TeM OTMeyaeTcsl POCT MO3jHeH
JIETAJIbHOCTH, OOYCJIOBJIEHHOH KaK IpOrpeccHpoBaHHeM
XJIJ1 ¢ mpucoenHeHneM HHMEKIIMOHHBIX OCTOXKHEHHH, TaK
1 BTOPOH 3JI0KAUECTBEHHOH OMyXOJIbIO.

B npencraBieHHbIX HaOJMIONEHHSIX MOKa3aHO, 4YTO pak
MOYKK MOKeT ObITb JMArHOCTHPOBAH HE TOJIKO Ha MO3IHMX
craausx Tedenust XJIJI, kak ykasblBaercsi B JiuTepatype, HO
1 B Ie610Te 3a60/1€BaHus1, a TaKxKe Ha (poHe GIaronpHsiTHOrO ero
TeueHHsT B OTCYTCTBHe crielrueckoii Teparmuu. Ko Bpemenu
JIMarHOCTHKH paKa MOYKH TOSIBJISIIOTCS MPU3HAKK [TPOrpeccH-
poBaHHst JIMMMOUIHOK OIMyXOJIH: THIEPJEHKOLUTO3, GbICTPbIN
POCT pa3mepa H KOJIMYECTBA BOBJICYEHHBIX MepHepHYECKHX H
BHUCLIEPAJIbHBIX JIUM(OY3JIOB, YBEJIHYEHHE CeJIe3€HKH, MeYeHH
u nouek. He Hck/odeHo, uto BTOpast oryxosb (pak TMOYKH)
uHayuupyet nporpeccuio neppoit (XJIJ1). Tloueunast nemocra-
TOYHOCTb 00YCJIOBJIEHA MACCHBHBIM OIYXO0JIEBbIM MOPaXKEHHEM,
KOTOpO€ BbI3bIBAET HapylleHHe MUKPOLMPKYJISLMH, PasBUTHE
CKJIepo3a KJyOGOUKOB, aTPO(HIO KaHAMBLEB M TUCHYHKIIHIO
noyek. B renese pasBuUTHS MOYEUHOH HEAOCTATOYHOCTH UMEET
3HaueHue Takke cekpelst 6esika Bene-xoHca.

Jleuenue naiyieHToR C porpeccupyioninm tTeuenrem XJ1J1,
COIMPOBOXKIAIOLLMMCS MTOYEYHOH HEOCTATOYHOCTBIO, MPEICTaB-
JISIeT onpejiesieHHble TPYAHOCTH. bbicTpasi mporpeccust TpeGyet
uHTeHcuBHON Tepanuu. [Tporpammel ¢ duynapabunom (FMC n
FC), yacTo NpuBOISAT K CHHAPOMY LIMTOJIU3A U YCyryOJIsIioT 110-
YeuHylo HelocTaTouHOCThb. Kpome Toro, duiynapabun obnanaet
HauOoJIbLLIEH TOKCHUHOCTbIO. Cle/1oBaTesIbHO, IPUMEHEHHE ero
y MOXKHUJIBIX MAaLMEHTOB C COMYTCTBYIOLUMH 3a00JIeBaHHAMU
orpannueHo [30]. MonoTepanust 1HKJI0QOCHAMUIOM  HJH
xsopamMOytiioM HesddexrnBHa. Hepakromust mopaxenHo#
pakoMm rouku He KynupyeT mnporpeccuio XJIJ1. Tlpumenenne
OeHIaMyCTHHA, KaK MoKa3aHo B 3-M HaOJIOIEHHH, MO3BOJIUJIO
MoJlyduTh 4acTHuHyto pemucchio XJIJI v ynydmintsb yHKIHIO
nouky. [TosydeHHble paHHblE YKa3blBalOT Ha BO3MOXKHOCTb
3 eKTHBHOTO IpUMeHeHHsT GeHIAMyCTHHA B KaueCTBe MepBOH
Junun tepanuu XJIJT y GosbHBIX ¢ 1OYEYHOH HELOCTaTOYHO-
cTbto. O1HaKo JlaHHOe 3akJoueHne TpeOyeT MOATBEPIKIEHHS B
NOCJ/IE/TYIOLIMX HCCIE0BAHUSX.
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