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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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XpoHuueckuit 1um¢oeiKo3 1 paK Mnouyku:
0030p JuTEepaTypbl U COOCTBEHHbIE
KJIWHUYEeCKHe HA0a0neHus

B.T. Iocymabaesa, E.A. Hukumun, H.b. Kanaauckas,

E.E. 3vi6ynosa, JI.C. Bupiokosa

PE®EPAT

Pak nouku, pasBuBLLMIACS Y GOMNbHbIX C XPOHMYECKUM NUMEONENKO30M
(XJUT) B aHamHe3e unn B peb6loTe 3aboneBaHus, MOXET UHAYLMpoBaTb
nporpeccuio IMMGOMAHON ONyXOnu U CNOCOOBCTBOBATL ObICTPOMY pPas3Bu-
TUIO MOYeYHOW HepocTatodHocTU. OnepaTuMBHOE yoaneHue nopaKeHHON
pakoM No4kn He npepoTtepawiaeT nporpeccuto XJ1T. MoHotepanua XJ1J1
ankunvpyloLwmMmmn npenapatamu HeaddekTueHa. lNpencrasneHo Habnto-
neHuve adpdekTnBHOro neveHns XJ1J1 6eHgamyCTMHOM.

Kniouesble cnosa:
XpOHMYeckun numdonenkod (XJ1J1), noyeyHas HegoCTaTO4HOCTb, pak noy-

KW, 6EHOAMYCTUH.

BBEJAEHUE

Bbicokuit  puCK  pas3BUTHS  BTOPbIX
onyxoJieil MpH XPOHHUECKOM JIUMO-
qetikose (XJ1J1) usBecren nasHo [ 1 —3].
Hacrota BTOpbIX omyxoJel npu XJIJI
MUMEeT TEeHJICHUMIO K YBEJHYEHHIO U
cocrasaser 6,8—19,5% [4, 5]. M.H.
Greene W COaBT. TIPOBEJIH aHAIH3 Y
4869 Goabhbix XJIJI u B 234 cay-
yasix BBIIBUJIM BTOpPbIE OIyXOJIM, UTO
NPEBLILIANO  OXKMIAEMYI0  4acTOTy
[6]. M. Hisada u coaBT. noasepr.iu
PETPOCMEKTUBHOMY aHaJM3y JIaHHble
16 367 naunenton ¢ XJIJI u oTmeTHsIN
yBEJIMUEHHE YACTOThl BTOPBIX OMyXOJIeH:
otHOocuTesbHBIA puck (OP) cocraBua
1,2. Y my>kunH HauboJiee 4acTo BCTpe-
yaauch capkoma Karmomun (OP 5,09),
mesnanoma (OP 3,18), paxk ropranu
(OP 1,72), pak Jserkoro (OP 1,66) u
onyxoJii rojioBHoro mozra (OP 1,91).
Y 2KEHILHMH Yallle BbISBJISIMCH OMyXOJH
JKKT (OP 1,76) u moueBoro myabipsi
(OP 1,52) [7]. UtanbsiHcKue Hceaeno-
BaTesd F.R. Mauro u coaBT. 1o pesyiib-
tatam ugydenus 1011 cayuaes XJ1J1
noKasa/jni 3aBUCHMOCTb YacCTOThbl pas-
BUTHS BTOPBIX OMyX0Jell OT BO3pacTta.

Y namueHToB MJajle 55 JIeT BTOpble
OMyXOJIU BBISABJSIUCH B 8 % ciyuaes,
crapuie 55 ner — B 10,7 % [8].

Bropble omyxosn ciyxKaT OfHOH
U3 NPUUMH cMepTH OoJbHblX ¢ XJIJT B
anamuese. [lo manubim M.J. Kyasa wu
COaBT., BTOpbIE OMNYXOJH MOCTYKHJIH
npuunoil emeptr y 9 % GosbHbix XJ1JT
[5]. K. Suzuki u coaBt. Ha ocHOBaHuH
aHaJIu3a MPUUUH CMEPTH 75 NalKUeHTOB
¢ XJIJI u BTOpO#l 3J10KAueCTBEHHON
OMyXoJibl0  yKasbiBaloT, uto 16 %
OOJIbHBIX YMEPJIH OT BTOPOH OIyXOJIH,
B yactHoctd oT paka JKKT, Jserkoro,
TMeueHH, MOKENYI0UHON »Kese3bl H
npocrarsl [9].

B nocnennne rojpl  MOSIBUIINCD
nyGJuKauud 00 y4alleHHH MPUCOEIH-
Henust K XJIJI a1Byx um Tpex sjokaue-
CTBEHHBbIX HEJMMQOUIHBIX OIMyXoJeH.
K. Parekh u coaBT. B peTpocnexTiBHOM
vceseloBaHun, o6o011atolemM HabJIo-
Jenust 3a 1329 60/IbHBIMH, OTMETHIIH Y
30 % nauuentos ¢ XJIJI 1 pakom Jer-
KOTO pa3BUTHE M0 KpailHell Mepe OQHOH
M3 CJIEYIOLINX OIyXoJel: MeJaHoMa,
pak ropranu u pak Tosictol kutki [ 10].
M.L. Pigeaud-Klessens u P. van der
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Valk onucanu y 6osbnott XJ1J1 passutie mesaHOMbl HH?KHETO
Beka cjeBa U paka Koxu [11]. P Prosvic u coast. npencra-
BuJK codeTanue XJIJI, cBeTyIOK/1€TOUHOrO PaKa MOUKH U paka
npocratsl [ 12].

Y ut ¢ iumdonpoandepaTuBHbIMY 3a00/€BAHUSIMU He -
pesiko pasBuBaetcsi pak nouku [ 13— 15]. Ha ocHoBe anasnnza
7391 cayuast HexokkuHcKHX Jsumpom A. Mellemgaard
M COaBT. OTMETHJIH, UTO Hapsily C yBeJUUEHHEM 4YaCTOTbl
paKa JIerkoro, KoK M MPOCTaThl HAOMIOJAETCA POCT YHUC/a
c/lydaeB paka MouKH KaK y My»KUuH, Tak 'y xkeHuinH (OP 2,8
1 3,6 y My»KUMH M KEHUIMH COOTBETCTBeHHO) [3]. Hactora
paka nouku npu XJ1JI neussecrna. Mmerorest onucanus ot-
JIeJIbHBIX cJlydaeB U HeOOoJIbIINX rpynMn nauueHToB ¢ XJIJI,
y KOTOPBIX JHATHOCTMPOBAHBI 3J10KAY€CTBEHHbIE OMYyXOJH
nouek [ 12, 16—18].

[TpuunHb pa3BUTHS HEIUMMOUIHBIX OMyX0J1ei Y GObHBIX
XJUJT nesichbl. MoryT uMeTb 3HaueHWe HacCJeICTBEHHas
NPePACIOIOKEHHOCTb K PA3BUTHIO OIyXOJel, MyTareHHOe
JIEHCTBUE LMTOCTATHUECKUX TMpenaparoB, UMMYHONEMHIIHT,
BbI3bIBaeMbll  Kak XJIJI, Tak W MMMyHOCyNpeccHBHOH
tepanuel. XJIJI xapakrepusyercst IJyOOKOH Trunoramma-
riaoGynuHemuein u auchyHkuueit T-nmumdpouurton [19—22].
Hapyuienne T-kj1eTOUHOH HMMYHOPEryJslMd Ha pPaHHHX
crapusix XJIJT npogemonctpuposano R.T. Perri u N.E. Kay
[22], kotopele oTMeTHH AucdyHKuMio T-XeamepoB u Mo-
BbIllIEHHE aKTUBHOCTH T-CynpeccopoB, a TakkKe HapylleHue
(DYyHKUMH aHTUI€HTPE3EeHTUPYIOIMX KaeTOoK. [lo MHeHHIo
psia aBTopoB, Takas auchyHKuus T-1uMGOUMTOB MOXKeET
Croco0CTBOBAThL Pa3BUTHIO BTOPO# onyxouiu [21, 22].

[unorammorsioGyinHemMust  o6GHapy»KuBaeTcst MpHOJIH-
3UTEJILHO Y 8 % nalMeHTOB B Hauajle 3a6oJeBaHus, a npu
nporpeccun XJIJI onpenessieTcst NpakTHYECKH Y KaxK[10ro
Broporo [20]. B 3tom cMmbicsie nokazaTesibHbl paGoThl J.
Piszes u coasr. [23], C.W. Hsu u coaBr. [24], KoTOpbIE OT-
Metusd, uto onyxosu JKKT (pak »kesyjika, npsMoil KUIIKH,
MHUILEBOJIA) yallle BCTpevaloTes Ha no3aHux craausx XJ1J1.

HauGosee wacto npu XJIJI naGmonaercsi cHUkKeHUe
yposHst [gM 1 IgA, Ho Hepe/iKo oTMeuaeTes MojaBieHHe Beex
Tpex kjaccoB ummyHorsio0yauna (IgM, IgA, IgG) [20], uto
TaKxKe CrocoOCTBYET Pa3BUTHIO BTOPbIX onyxoJeil [25]. My-
TareHHoe BO3JeHCTBHE TIPUMEHSIEMbIX CMEeLU(PUIECKHX NPO-
TUBOOIYXOJIEBBIX MPENApaToOB U Bbi3blBaeMasi HMH HMMYHO-
cynpeccust npu XJIJI ugyduenn! Heocrarouno. FapectHo, uro
aHaJIOTH MypHHA BbI3bIBAIOT JJIUTENbHYIO HMMYHOCYPECCHIO
[26]. B.D. Cheson u coaBT. omnpefesuIn 4acTOTy BTOPbIX
onyxoJeil B rpynne u3 2000 nauuenros ¢ XJIJI B nepuosn
peluanBa U porpeccuu 3a6oJeBaHUst, KOTOPbIE paHee MoJy-
yanu ¢ayrapabud [27]. ABTopaMu OTMeUEHO yBeJHUeHHe
KOJIMUECTBA CJyuyaeB BTOPBIX OMyXoJieH Mpu npueme dJiysa-
pabuHa, HO Mo cpaBHeHHIO ¢ oOulel nonyJsuueid 60JbHbIX
XJ1JI paguuiia Gblia cratucrruuecku HeaHauumoi. T. Robak u
COABT. HE BbISIBUJIM B3AUMOCBSI3H MEXKY KJAJIPUOUHOM H ua-
cTOTOl BTOpbIX onyxoJeil npu XJIJI, a takke cungpoma Pux-
tepa [28]. B oTHOUIeHHH XI0paMOyLH/Ia TaKash 3aBUCHMOCTD
umeercsi. Mranbsinckue ucenenoparesn V. Callea u coaBT. B
peaysbrate anamusa 389 nabsoaennt XJ1JI, ormetnan poct
YaCTOThl BTOPBIX OIMyX0JIeH Y MalUeHTOB, JUIUTEJIbHOE BpEMs
noJstyuaBLIMX XaopamoOyu [ 29].

JIaHHBIX O CBSI3W MOHOKJIOHAJbHBIX AHTUTEN (pPUTYK-
cumad, anemMTy3ymad) co BTOPbIMU OTIYXOJISIMU B JIKTE€PAType
HAMH He HaH/IeHo.

Takum o6pasom, BONpoC B3aUMOBJIMSIHUSL PaKa [10YKH H
XJIJI, compoBoXKaatOIKXCsl MOUEUHOH HEI0CTATOUHOCTHIO,
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[IPaKTHYEeCKH He M3ydasicsl. TakTHKa Tepanuu B [10100HLIX
KJIMHHUECKHUX CUTYaLUAX OCTAeTCsl Hepa3pabOTaHHOH.

B nannoit paGote 1peacTaBJeHO ONUCAHUE TPEeX KJIMHU-
yeckMXx HaOJ/IofeHUl cBsi3n paka nouku u XJLJI, conposo-
JKJAIOLLMXCS [TOUEUHON He0CTaTOUHOCTDIO.

HABNTHOIEHUE Ne 1

Bosibhoit 3. 69 sier. B 2008 r. ycranossien auartios B-XJIJ1,
craqust B no Binet. [Tocne Tepanuu unknodpocdamuaom mno
400 mr 5 BBefieHUIl IOCTUTHYTO COKpallleHHe nepucepuue-
CKHX JIUM(OY3JI0B, YMeHbLICHHE Pa3MepoB cesedeHKH. [lo
2010 r. Haxoau/ICsT B YAOBJETBOPUTENBHOM COCTOSIHHM 0e3
tepanuu. C mast 2010 r. oTMeueHo yBesuueHue nepudepu-
yecKHUX (MmaxoBble 10 43 MM) U BHCLepaTbHBIX JTUM(OY3I0B
(MaccHBHBIE KOHIJIOMepaThl a0A0MHHAJBHBIX U 3a6pio-
LIMHHBIX pasmepoM 10 140 X 63 mMm), nedenu (mpasast 10J1s1
190 x 100 mwm, seBas nonsi 160 X 80 MM) U cesie3eHKH
(160 x 74 mm). ONHOBPEMEHHO ¢ MPU3HAKAMH TPOTPECCH-
poBaHust 3a60JieBaHUs BblsiBJIEeH TPOMOO3 [10BEPXHOCTHOMH
6epeHHoil BeHbl crnipasa. [Ipu kommbloTepHO# TOMOrpaduu
(KT) o6HapyxeHo oObeMHOe o0Opa3oBaHue B JIEBOH
nouke (pasmepom 34,4 X 30,0 X 35,0 MM), B CBfI3U ¢ yeM
27.09.2010 r. BeimosiHeHa HedpskToMust ciesa. [1pu rucro-
JIOTHUECKOM HCC/IE/IOBAHMY ylaNeHHON MOUKH oOHapy»KeHa
KapTHHA [10YEYHOKJIETOYHOro nanu/sipHoro paka I tuna, II
CTAAMM aHAIJIA3UH U ouaroBast TUMQOMHAs HH(UIBTPALHUS
(puc. 1).

[Ipu 1abopaTOPHOM HCCJ/IEJOBAHUU BbISBJIEHLl aHEMHUS]
(remornio6un 75 r/n), TpomGouuTonenns (80 X 10°/n),
neiikountos (149 X 10°/n), numdountos (89 % ); runonpo-
teunemusi (57 r/.n), runoansGymunemus (30 r/n), ypemus
(moueBuna 20,5 MMoJsib/J1, kKpeaTHHuH 280 MKMOJb/J),
CKOpOCTh KAYGouKoBoi husbTpatmu (CKD) — 23 ma/Mun.
B muesorpamme sumdountl cocrassiin 79 %. B tpena-
HOOHONTATe BBISBJACH 04aroBO-AUMQY3HBIH pPOCT JHM-
(hOMAHBIX KJIETOK THMA JUM(POLUTOB U MPOJHM(OLUTOB
(puc. 2). [1pu rucrosornyeckom HccaeoBaHnK GUoNTaTa
neueHn OOCHApPY:KEHO MAaCCHBHOE pazpacTaHue JUM(O-
LIUTOB, TPOJIUMQPOLUTOB U NAPAUMMyHOOJACTOB 110 XOAY
MOPTaNbHBIX TPAKTOB M B LIEHTpe jaoJek (cMm. puc. 2). B
JuMoy3Jse BbISIBISANOCH AHPQY3HOE padpacTaHue JHM-
(hOMAHBIX KJIETOK MEJIKOTO M CPEJIHEro pasmepa, MecTaMu
OTpelesIINIUCh MOJI KPYMHbIX KJAeTOK (cM. puc. 2). [1pu
MMMYHOTHCTOXUMHUYECKOM — HCCJEOBAHHM — MeJKHe |
cpennne auM@ouaHble KJIeTKH skcnpeccuposamun CD20,
CD23, CD5, CD45RA, nipu 3TOM KpyIHbie KJI€TKH OblIH
OTpHULIATEJbHBIMHU 110 3TUM MapKepaM. OnyxoJb 0Kazanach
pesucTeHTHOH K Lukaodocdamuay. BonbHolt ymep ot mpo-
rpeccupoBanus XJLJI.

Takum o6pasom, B TMpeacTaBJeHHOM HaOJIOIEHUH
6o.s1bHOMU XJLJI, cranuu B o Binet nocsie kpaTkoBpeMeHHOH
Tepanuu LUKJIohochaMiIoM HAXOAUICs 0e3 JiedeH s B cTa-
6UIBHOM cocTosIHMM B TeueHue 2 jieT. [Iporpeccnst B-XJIJ1
coBMaja C MpPUCOEAHHEHHEM BTOPOH OMyXOJH — paka
noukd. Ha ocnoBanuu MophOHMMYHOTHCTOXHMHUECKOTO
ncenenoBanus tpancgopmanus XJIJI B KpynHOKIeTOUHYIO
onyxoJb (cunapom Puxrepa) uckiouena. BosbHo#t mo-
CTYNUJI B CTALMOHAP C MPU3HAKAMM IOYEUHOH HeaocTa-
TOYHOCTH, OOYCJIOBJEHHOH pakoM H JUM(OMOH B JeBOH
nouke. OnepaTuBHOE yjaseHHe NOPAKEHHON JIeBOH MOUKH
M MOBTOpPHAsT Tepanusi UUKJI0PocHaMUIOM 0Ka3aauch He-
3 eKTUBHBIMHU.

KIMHUYECKAS OHKOTEMATOJIOTHS



XJ u pak nouku

Puc. 1. (A) OnyxoneBoe o6pa3oBaHve B NoYKe (Makpornpenapar).
(B) TvcTonornyeckas KapTvHa MOYEYHOKIIETOYHOro nanunnsap-
Horo paka | Tuna. Okpacka remaTokCUIIMHOM W 303MHOM, X200.
(B) ViHdounbTpaT B CTPOME MOYKM, COCTOALLMIA M3 KNEeTOK Tuna
MarnbiX TMMAOLMTOB, NPONMMAOLIMTOB M eAMHUYHBIX Napaummy-
Hob6nactoB: cy6cTpar XJ1J1. Okpacka reMaToKCUIIMHOM W 303U-
Hom, X400

Pue. 2. Tuctonornyeckas kaptuHa XJ1J1/numdoumutapHon nuMdombi:

A — KOCTHbIN MO3r. OKpacka remaTtokCUIMHOM U 303MHOM, X200; 5 — ne4veHb. OKpacka reMaToKCUIIMHOM U 303MHOM, X200; B — num-
haTnyeckuin yaen. Okpacka reMaToKCUIMHOM M 303MHOM, X 200; I" — numMdpaTnyeckmnii y3en: onyxonb NpeacTaBneHa knetkamu tuna manbix
NMMOLUTOB, NPONMUMAOLMTOB N AUCKPETHO PacnonoXeHHbIMU napammmyHobnactamu. Okpacka reMaToKCUIMHOM 1 903MHOM, X400
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HABJIHOIEHME Ne 2

BosabHoit M. 63 nteT. B Hosi6pe 2009 . Bo BpeMsi CTallHOHAPHOTO
o0cJ1e10BaHus1 110 OBOJY KaulbKyJ1e3Horo xoJeuuctura npu KT
oOHapy2keHbl HOBOOOPa30BaHHUe B IPABOM MOUYKE U JIEUKOLUTO3
(181 x 10%/1). B 3T0M e Mecsilie BbiNoJiHeHa Hep3KTOMHST
cripaBa. Ha 4—5-i1 nenb nocsie onepatuu Ha hoHe rurnepseii-
KOLIUTO3a Y Nal{eHTa Pa3BU/Iach aHypHsl, B CBSI3U C UeM OblIH
HauaThbl Mpolleypbl remoaranuaa. Ha 7-it neHb 6oJbHON Obl1
nepese/ieH B [emaTosiornueckuii HaydHbli LLEHTP AJ151 a/ibHeH -
lero ooc/1el0Banus U JiedeHus. [1pu noctynjieHun coxpassi-
JMCh anypust, runepJeiikoutos (380 X 10%/11), abcomoTHbI
mambountos (94 %), anemus (93 r/n1), TpoMGOLUTONEHHS
(75 X 10%/n), ypemusi (mouesuna 10,6 MMOJIL/J1, KpeaTHHHH
377 MKMOJIL/, Kamuii 5,8 mmonb/n). Tlpu o6cnenosanun
BbISIBJIEHB] yBeJMUeHHe TepudepuuecKuX, BHyTPUTPYIHBIX H
BUCLEepaJbHbIX JUMDOY3JIO0B, crieHoMeraus (169 X 67 mm
no Y3M). I'lo nannsim KT o6Hapy:keHbl AByCTOPOHHHE MHEB-
MOHHS U MJIEBPUT. B Muesiorpamme KoJH4IECTBO JIMM(OLUTOB
cocraBasio 76,4%. B TpenaHoOHonraTe ONnpeaessnach
audysnas mumdomHas mposudepalys, MpeacTaBIeHHast
JuMoLrTaMu U TipoauMdormTamu. [Ipn nmmyHodeHoTHm-
poBaHHH Ha npoTouHoM (uioopumerpe 93 % KIeToK Gbiin
npejcTaB/eHbl B-numdonuTamMy, KJIOHAJIBHBIMH MO JIETKOH
K-LenH UMMYyHOTJIOO0YJTMHOB 1 Ko9Kerpeccupylotimu CD5/
CD23/CD43. Tlpu MMMyHOXMMHUECKOM HCC/IEJI0BAHUH B
KPOBH OTMeUEHO CHHKEHHE YPOBHSI HOPMAJIbHBIX HMMYHOTJIO-
GynnnoB (IgG 1 IgA), BbicokHi ypoBeHb 2 -MUKpOrI00YIHHA;
B Moue BhIsiB/IeH 6esiok Benc-Ilxonca k-tuna (0,33 /7).

[Ipu  rUCTOJIOTMUECKOM — HMCCJAEAOBAHHM  yAaJleHHOH
NpaBoil MOUKK 0OHAPYKEHbI MPU3HAKH TOUEYHOKIETOUHOTO
CBETJIOKJIETOYHOTO PAKa 1 04aroBOe MaCCHBHOE Pa3pacTaHue
MJIOTHO JIEXKALINX MEJKHX JUM(OUIHBIX KaeTok. JIumdo-
WIHbIE KJIETKH ObIJIH T0JI0XKHTeNbHBI 10 Mapkepam CD45RA,
bel2, CD23, CD5, ZAP70 u oTHUATE/bHBI 110 aHTHreHam
CD20u CD10.

Ha ocHoBe mosyueHHBIX JaHHBIX YCTAHOBJIEH IHArHO3
B-XJLJI, cranust Cnio Binet, c cekpetmneii 6eska benc-Jxxonca
k-tuna. Cocrosinue nocie Hedpaxromun 05.11.2009 . no
MOBOJy MOUYEUHOK/IETOUHOTO CBETJIOKJIETOUHOTO paKa npaBoi
MOYKH: OCTpast MouyevyHasi HeO0CTATOUHOCTb, ABYCTOPOHHSIS
TJIEBPOTTHEBMOHHSI, SKCCYAATHBHbIH MJIECBPHUT.

[IpotuBoonyxoJsieBoe JsieueHue (uukaopochamun 800 mMr
3 BBejieHHsl, 3aTeM xJ0paMOyLUJa 8 Mr) MPOBOAMIOCH Ha
(hoHe remonnanu3a 1 aHTHOAKTEPHAJIBHON (MeporeHeM, 3p-
TarneHeM, BaHKOMHLHH), MPOTHBOrPUOKOBOH ((IyKOHA30J1)
Tepanuu nHeBMoHuH. Yepes 3—4 aHS OT Hauana Tepanuu
¢yHKUMsA nodek Oblia BocctaHoBaeHa, CK® cocrapasiia
38 MJI/MUH U IPOBe/IeHHe reMOHaIu3a OblIo MPeKpaLIeHo.
YPOBEHb JIEHKOUNUTOB CHU3HJICS 10 29,7 X 10%/.1, KOJIHUECTBO
JMMGOLHTOB cocTaso 75 %. Oanako oTMeuanoch He3Ha-
UUTeJbHOE COKpalleHHe MepuepHuecKnX, BHCLEPalbHbIX
JMUMOY3JI0B, pPasMepbl Cese3eHKH OCTABAINCh MPEXKHUMH.
[IpoTuBoonyxoJ/ieBast Tepanust Obljla NpepBaHa HU3-3a IpHU-
COeNMHUBILEHCS K MHEBMOHMH JbIXaTeJIbHOH HEI0CTaToU-
HOCTH U pa3BUTHSI CercHca. B cBsisn ¢ HecTaGHJIBHOCTBIO
reMOIMHAMHKM, HapacTaHueM MeTaboJHYecKOro auuao3a
60JIbHOH OblJ1 TlepeBe/ieH B peaHUMallHOHHOE OTAeJeHHe.
AnTHOaKTepHasbHas M MacCHBHAsi CHMIITOMaTHUeCKast MH-
dyauonnas unorponnast repanus (1odamun 10 MKr/Kr/mMuH,
HopajpeHa un 2 MKr/Kr/MuH) Ha GoHe HCKYCCTBEHHOM BeH-
TUJISILUY JIETKHX He TIPUBeEJIa K MOJIOXKUTEIbHOMY Pe3yJIbTaTy.
CMepTb GOJIBHOTO HACTYIMHJIA B pe3yJbTaTe Pe3HCTEHTHOTrO
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cenTHyeckoro woka. ITpu rucrosorudeckom uccse0BaHuU
CEeKLIMOHHOIo Matepuasa oOHapy:KeH MeTacTa3 paka MOo4YKH
B OKOJIOMIOUEUHOH KJeT4aTKe Crpasa, B JIEBOH MOYKe —
ouaroBast JuM@OMHast MpoJndepalys MpPenMyLIeCTBEHHO
MeJIKUMH JINM(OUIHBIMU KJIE€TKAMH.

B pannom HaO/oaeHUM MMOKasaHo codeTaHue B Jebrore
3aboJsieBanust AByx oryxosier: B-XJIJI u paxka nmpaBo# mouku.
YKa3aHHbIH c/Tydali HarIsHO AeMOHCTPUPYET, YTO [P HAIM4HK
Bropoit onyxoJu XJ1IJI OblcTpo nporpeccupyer, o 4eM CBHIe-
TeJIbCTBYET THMEPJEHKOLUTO3, ObICTPOe pasBuUTHe JuMpase-
HOTIATHH, CMJIEHOMEraiusi 1 HapylleHne (PyHKLMH nouek. Kax
U B I1epPBOM HaOJIIOICHHH, OIePATHBHOE ylla/leHHe T10pazKeHHOM
PaKoM [OYKH U MOHOTepalHus aJKUIMPYIOLUMMU [IperapaTtaMu
He TI03BOJIUJIH KYMHPOBATb MPOrPECCHIO IMM(POUIHOH OMyXOJH.
Boiparkennblit uMmMyHofeuLMT Ha cone nporpeccun XJIJI
TPUBEJ K MPUCOEIUHEHHIO TSKENBIX HHMEKLMOHHBIX OCJI0XK-
HEeHUH, peppaKTepHbIX K aHTHOAKTEPHANBHON Teparnuu.

HABJTHOAEHUE Ne 3

Boabhoit @. 63 ser. Juarnos: B-XJIJI, craaust A no Binet.
B rteuenne 3 ser (2007—2010 rr.) Haxomusicsi Moj Ha-
6JiofeHeM Tremarosiora  6e3  crieUHUUeCKO  TepanuH.
B HosiGpe 2010 1. oTMeueHO MOBBIlIEHHE YHCIA JEHKOLUTOB
o 177 x 10°/n u aumdotntos 10 91 %, ymenblienue
TpoMGoLKTOB 10 89 X 10%/11; yBesuuenye ypoBHs MOUEBHHEI
(9,8 MMo1b/ 1), KpeatnnuHa (230 MKMOJIL/J1), MOUeBOil KHC-
N10THI (488 MKMOuib/1), chukenre CK® (36 ma/mun). Kpome
TOro, HabGJIOANOCH yBeJHUeHHe MepudepruiIecKux JuMpo-
y3/J0B U JUM(OY3/10B OPIOLIHON MOJOCTH, 3a0PIOILIMHHOTO
MPOCTPAHCTBA, NeueHH (sieBas ot — 111 X 46 mMm, npaBast
noast — 164 X 110 mm) u cenedenku (165 X 68 mm). Ha
thone nporpeccun XJIJI oGHapykeH TpomM603 GOJBLIOH MOJI-
KOKHOH BEHBI JIEBOH HIXKHEH KoHeuHocTH. [ Ipu nMmyHOodeHo-
TUMHPOBAHUK B UCCJIENyeMOH MPoOe KPOBH JIUMQOLUTAPHBIN
MoJMron cocTanst 92 % BeeX NpoYMTaHHbIX COObITHIL. B Hem
npeoGaananu B-mumdouuThl, KJIOHAMbHbIE MO JErKOH K-11eMH
MMMYHOTJIO0YJIHHOB ¢ UMMyHO(eHoturniom CD19+, CD5+,
CD23+. B muenorpamme sumcoruthi coctapasan 70 %. B
TpenaHoGHoNTaTe ONpeIesifIach HHTePCTHIIHAbHAS HH(PUJIb-
Tpalus JUMGOUIHBIMH KJIeTKaMH HeGobIoro pasmepa. [1pu
MMMYHOXHMHUECKOM HCC/IEIOBAHWU: B KPOBH BbISIBJICHO CHHU-
)Kenue yposHst [gM, noBbitlieHue ypoBHst B2 -MUKPOrJI00yJ/IHHA
(9,47 wr/n). B moue oBHapyeHa cekpelusi 6ejka Berc-
Ilxonca (0,15 r/cyt). KT opranoB GpIoLiHofi OJ0CTH TOMHMO
YBEJIMUEHHBIX JIUM(OY3/IOB BbIIBU/IA OIMyXOJb JIEBOH MOYKH
(puc. 3). I'To naHHBIM MyHKIHMOHHON GHOTICHU JIEBOH MOUYKH OT
22.11.2010r. ycranossen quarnos paxa nouxu. Hedpskromust
BbinosiHeHa 20.01.2011 r. [Ipu rucrosioruueckom Hcce/eno-
BaHUH YCTAHOBJIEH TIOUEUHOKJIETOUHbIH CBETJIOK/IETOUHbIN
pak, IIl crenenn ananiasun no Pypmany, a Takxke 0OHapyKeHa
ouaroBasi UHQUILTPALIMS, TPEICTABAEHHAS MEJIKUMH JUMO-
WIHBIMH KJIeTKaMU (puC. 4), TOJIOKUTEIbHBIMH [0 aHTHI'€HAM
CD20, CD 23, CD43, CD5 1 oTpHLaTeJbHBIMU 110 MapKepy
CD38. Ochoshasi macca kietok ZAP70 nosoxuteibhbie
(puc. 5). B 5—=7 % onpeaensiich nonoxurenbhbie no Ki-67
KaeTkd. [Ipu KapHOJIOTMUECKOM MCC/EIOBAHUH BbISIBJIEHA
Jejienust xpomocomsl 1 1p. ITpu Mosieky/IsipHOM HCC/lel0BaHUHU
0oOHapy»KeHbl COMATHYECKHE MyTalliM TeHOB BapHabesbHbIX
PETMOHOB TSKEJIBIX Leneil HMMyHOTI00y1HOB (98 % ).
BoJsibHOMY TIpoBeieHO 6 KypcoB MOHOTepanuu GeHiamy-
crunom 90 mr/m? B 1-i 1 21 11K Kypea (Kypebl TOBTOPS/IHCE
Kaxble 28 aHeil). [losyueHbl yacTuuHas peMHCCHs, YJyd-

KIMHUYECKAS OHKOTEMATOJIOTHS



XJ u pak nouku

Puc. 4. MucTonornyeckas KapTuHa no4e4HOKIIETOHHOIO CBET/IOKIIETOHHOIO paka U XPOHUHECKOro NIMMAONenko3a/MMMQoLMTapHOi TMM-
chombl. B cTpome paka BupHa onyxorneBas nponndepauus KNeTok Tmna MarbiX MMMEOLMTOB U HEMHOFOUMCTIEHHBIX NapauMMyHO61acToB.

Okpacka remaTtoKCUIMHOM 1 303UHOM:
A — x200; 5 — x400

Puc. 5. B cTpomMe MO4E4HOKNETOYHOrO CBETNOKIETOYHOr0 paka —
KNETKM XPOHNHECKOro NIMMOonenko3a/nMMgoLmMTapHon nmmdomel,
NoNoXMTENbHBIE MO 3KCnpeccun mapkepos: CD23 (A), CD5 (b),

ZAP70 (B). UmmyHornctoxummyeckoe nuccneposanue, x200
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B.T. ixyma6aesa n np.

nieHne (yHKUMH e/IJMHCTBEHHOH Mmouku (Bospacranue CKP
10 58 M1/ Mun). Oc/10:KHEHUE IPH Tepariy 6eHIaMyCTHHOM
He Ha0J101aJ10Ch.

Takum o6pazom, B JaHHOM HaOJIOEHHM paK MOYKH
ycTaHoBJIeH Ha (oHe GnaronpusitHoro Teuenus: XJIJI yepes
3 roga. CneyeT OTMETHTb, UTO MALHEHT HAXOAUJICS MOJ Ha-
OustofienneM Oe3 MPOTUBOOIYX0J/1eBOH Tepanuu. Ko Bpemenu
JIMarHOCTHKH BTOPOH OIyXOJIM OTMEUEHO ObICTPOE MPOrPeCCH -
posanue XJIJI ¢ BoBjieueHHeM 10YeK U Pa3BUTHEM [IOYEUHON
HEJIOCTATOUHOCTH, OOYCJOBJIEHHOH PAaKOM H JHUM(OUIHBIM
nopaxKeHUeM, a Takxke cekpeLuell napanporerHa. Tepamnust
OeH1aMyCTHHOM M03BOJIMJIA [T0JIyYUTb YACTHYHYIO PEMHCCHIO
U yJIYULIHTD (PYHKIHIO AMHCTBEHHON TPABOH MOUKH.

OBCYXAEHWE N 3AKNHOYEHNE

3a nocaennne 10 et HoBble moaxoipl K Jeuenuio XJIJI
M03BOJIMJIM YBEJIMUUTL [10Ka3aTeJu 0O0Llell BbKMBAEMOCTH
MALUEHTOB, HO BMECTe C TeM OTMe4aeTcst POCT I[03[HEH
JIeTAJIbHOCTH, OOYCJIOBJIEHHOH KakK I1pOrpeccHpoBaHHeM
XJUT ¢ npucoenrHenneM MHMEKIHOHHBIX OCJ0KHEHHI, TaK
1 BTOPOH 3JI0OKAY€CTBEHHON OIyXOJIbIO.

B npencrasieHHblX HaOJ/IIOAEHUSIX [0KAa3aHO, 4TO pak
MOYKH MOKET ObITb JMArHOCTUPOBAH He TOJLKO Ha MO3IHMX
cragusix Tedenust XJIJI, Kak ykasblBaercst B JiMTepaType, HO
1 B Ie610Te 3a60/1eBaHHs, a TakKe Ha (poHe 6JIarornpHsITHOrO ero
TeueHHusl B OTCYTCTBHe creluduueckoil Teparnuu. Ko Bpemenu
JMarHOCTUKK paKa MOYKH I10SIBJISIOTCSl NIPU3HAKHU [1POrPecCH-
pOBaHUs JIMMMOUIHON OIMyXOJIH: THTIEPJIEHKOLUTO3, ObICTPbI
pOCT pa3Mepa M KOJMYeCTBa BOBJIEUEHHbIX MepUPEPHIECKUX 1
BHCLIEPAbHBIX JIMM(OY3/IOB, YBeJIHUEHHE CeJIe3eHKH, MedeHH
1 nouek. He uck/oueHo, 4to BTOpasi onyxosb (pak MOUYKH)
UHIyLHpyeT nporpeccuto nepsoit (XJ1J1). [Toueunasi Hemocra-
TOYHOCTb 00YCJIOBJIEHA MACCHBHDIM OITyXOJ/I€BbIM [IOPAXKEHHEM,
KOTOPOE BbI3bIBAET HApyLUEHHe MUKPOLMPKYJISILUH, Pa3BUTHE
CKJIepo3a KJIyOOUKOB, aTpo(UI0 KaHaJblEeB M JHCHYHKIIHIO
nouek. B renese pasBuUTHsi OYEUHOH HEAOCTATOYHOCTH MUMEET
3HaueHue Takke cekpelus 6esika bence-IlxoHca.

Jleuenue nauueHToB ¢ nporpeccupytoum TedeHnem XJ1J1,
COIPOBOXKAAIOLLUMCS [I0UEYHON HEIOCTATOUHOCTbIO, [IPECTaB-
JisieT olpefiesieHHble TpyIHOCTH. BolcTpast nporpeccust Tpebyet
UHTeHCHBHOH Tepanui. [Iporpammsl ¢ dutynapacutom (FMC u
FC), yacto npuBOAAT K CHHAPOMY LIUTOJIM3A U YCyryOssiioT 1o-
UeyHYr0 HeJIoCTaTouHoCTh. Kpome Toro, duynapatun obJanaet
HauboJblIeH TOKCHIHOCTbIO. Cl1e10BaTe/IbHO, TIPUMEHEHHE ero
y MOXKMJ/IbIX MAaLUEHTOB C COMYTCTBYIOLUUMH 3a00JIeBaHUSIMHU
orpannueno [30]. Monotepanust LMKA0QOCHAMUIOM  HITH
xnopamOyiuiom HesddexruBHa. Hedpsxromust nopaxkeHHOI
pakoM IoukM He Kynupyet nporpeccuto XJIJI. Ilpumenenune
OeHIaMyCTHHa, KaK MOKa3aHo B 3-M HaOJIIOJIeHHH, TI03BOJIUIIO
MOJIyUUTh YacTHuHyto pemuccuio XJIJT 1 ymydumts (yHKIHIO
nouky. [loJlydeHHble AaHHble YKA3blBAlOT HAa BO3MOXKHOCTD
3heKTUBHOTO MpUMeHeH s GeHAAMyCTHHA B KaueCcTBe MepBoH
JgvHnn Tepanun XJIJT y 60JbHBIX ¢ MoYeuHOH Hel0CTaTouHO-
ctblo. OfiHaKo faHHOe 3aKioueHue TpeOyeT MOATBEPAJIEHHS B
M0CJ/IeYIOLLHUX HCCIEIOBAHUSX.
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