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WUX 2PAHYAUPOBAHHBIX AUMPOYUUMO8

BeposiTHOCTH pa3BUTHST pPa3TUYHBIX BapUaHTOB
JIMMGbOUTHBIX HEOIIa3uil y OOJbHBIX PEBMATOUIHBIM
aptputom (PA) Bospactaer B 1,5-8,7 pa3za mo cpas-
HeHulo ¢ obueil nmonyasuueit [1-4]. JuarHoctuka
JMMMOUAHBIX OMYXOJEN Y 3TUX OOJbHBIX MOXET ObITh
3aTpyqHEHa. DTO CBSI3aHO C TeM, 4YTO PsII KIMHU-
YECKUX MPOSIBICHUN TUMGOUIHBIX Heorna3uid u PA
coBragaroT. Takue oOiiue rnposisieHusi PA, kak cia-
0ocTh, TIOTEpsI Beca W JIMXOpajka, HaOJMIoJaloTCs y
40% nauueHToB [5-7]. YBenuueHue nuUMEOaTUYECKUX
Y3JIOB — 4YacThlil Tpu3HaK akTuBHOTro PA. ITo naHHbBIM
C.A.Kelly ¢ coaBr., peakTuBHas runepruiaszust Jumda-
TUYECKUX y3JI0B HaOmogaercs oT 19% 10 96% GoJIbHbBIX
¢ PA [8]. YBenuueHue cene3eHKU BBISIBISIIOT y 5-10%
00JbHBIX [9]. AHemust HaGmomaetcst Y 27% OOJIbHBIX
PA [10]. OnHako Bce BbILIENEePEeYMCAEHHbIE CUMITTOMBI
XapaKTepHbl TakKe W JUIA Pa3TUIHBIX JTUMQOUIHBIX
onyxoJjeii. Takum odpazoM, MmaHuecTauus JUMGOUI-
HOI OTyXOJIU MOXET OBbITh HeMpPaBWJIBHO TpaKTOBaHa
Kak TIPOSIBJIEHNE PEBMATUYECKOTO 3a00JIeBaHNSI.

T-xneTouHast JielikeMusi U3 OOJIBIIIUX T'PaHyJINPO-
BaHHbIX TUMpouuToB (T-cell large granular lymphocyte
(LGL) leukemia) yacto accouuupoBaHa ¢ PA [11,12].
Knaccudbukanus BO3 omyxoseil reMONO3TUYECKUX U
JTUMMOUAHBIX TKaHel rmociaeaHero nepecmotpa (2008r.)
BKJTIO4aeT T-KJIeTOUHYIO JeKeMUIo U3 OObIINX Tpa-
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HYJIUPOBAHHBIX JIMM(OIUTOB B TMOATPYIITY 3PENIbIX
nepudepudeckux T-kieTouHbix omyxojeir [13]. Dra
HO30JIOTUYECKasT eMUHUIIA SIBJISIETCS PEAKUM JIMM-
donponudepatuBHbIM 3a0osieBaHueM. B autepatype
ONMUCaHO ToJbKO oKojio 400 cimyyaeB. OmyxoseBblid
cyOCTpaT TpencTaBieH OOJIBIIMMM TPaHYJIMPOBAHHBI-
MU JTUMOOIUTAMH, KOTOPBbIE MMEIOT BBIPAKCHHYIO
LIUTOTIIa3MYy, HeXKHbIE WA TpyOble a3ypoduibHbIE Tpa-
HyJbl 1 OOOOBUAHBIE WM OKpyIyble sapa [14-16].
MyX4YUHBI ¥ XEHIIWHBbI 3a00J€BalOT C OJWHAKOBOM
yactoTtoil. CpenHuit BO3pacT IMallMEHTOB HAa MOMEHT
IMarHo3a cocrasisieT 55-60seT, Ho 3a00J1€BAHUIO IO/~
BEepKEHbI Bce Bo3pacTHble rpynmsl [17,18]. B uenom,
nauueHTol ¢ T-LGL nefikemueit UMeIOT XpOHUYECKOE
TeyeHue Oosie3Hu. MeauaHa BBDKMBAEMOCTU COCTaB-
aster 6onee 10 jer [17]. KnuHuueckue mposiBaeHUS
T-LGL nelikemuu HesIBHbIE M OOBIYHO CBSI3aHBI C
acCOIMMPOBAHHBIMU C OOJIE3HBbIO HEUTpoIrieHuen u/
win aHemueir [12]. ¥V TpeTu mamyMeHTOB Ha MOMEHT
IMOCTAaHOBKM JMarHo3a KJIWHWYECKas CUMIITOMaThKa
otcyTeTByeT [16,19]. Y ocTanbHBIX HEMTPOIIEHUS U, KaK
clIeICTBUE, pelUIMBUpYIOLIas OakTepruaibHas UHGpEK-
M SIBJISIIOTCST HanOoJiee TUITMYHBIM TIPOSIBICHUEM.
Cnabocth 1 B-cuMnToMsl (TTOBBIIIEHHAs] TeMIIEpaTypa
TeJla, HOYHasl MOTJIMBOCTb, MOTEPsI Beca) HaOII0Jal0T-
csa B 20-30% ciyuaeB. Y 20-50% GOJIBHBIX BBISIBISIIOT
crieHoMeranuio u y 10-20% mnauueHToB — rernaTtoMme-
raauio [16]. YeennueHue TuMdaTIecKrx y3JI0B Hexa-
paktepHo [16,20]. bonee 60% maLueHTOB Ha MOMEHT
IMOCTAHOBKY JTMarHO3a MMEIOT aOCOMIOTHBIN TuMdo-
muto3. OryxosneBass MHGUIBTPALMSI KOCTHOTO MO3Ta
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BhIABIISIETCS Y 69-85% 0GonbHBIX. MHOrIa uHMUILTpa-
IIMST KOCTHOTO MO3Ta OTYXOJIEBBIMU KJIETKAMM MOXET
OBITH BBISIBJICHA JIUIIb TP UMMYHOTMCTOXUMHUYECKOM
ucciaenosanuu [13,16]. B nmomapisiomeM GOJbLINHC-
TBE CJIy4aeB OIYXOJIEBbIE KIJIETKW SIBJISIIOTCSI aKTUBU-
POBaHHBIMU IUTOTOKCHYeCKMMU T-numponuramu
¢ ummyHodeHotunom: CD2*, CD3*, CD4—, CDS§",
CDI16%, CD57*, CD94*, TCRap" (TCR, ot anr. T-cell
receptor). OmyxoJieBble KJIETKU TaKKe DKCIIPECCUPYIOT
PsIl KOMITOHEHTOB 1IMTOIJIa3MaTUUECKUX TPaHyJI: Tep-
dopun (perforin), rpansum B (granzyme B) u TIA-1
(T-cell intracellular antigen-1) [11,12,20,21].

Coyyaii 1.

Bonbuas K.TIO., 48net (1960r.p.). B 19861 ycra-
HOBJIEH NMarHO3: PEBMATOWIHBIN apTPUT, CEPOIO3U-
TUBHBIN, cT. [IA, cunapom Illerpena. B TeueHue MHo-
TMx JeT exeaHeBHO npuHumaia riokokouabl (I'K)
(MeTwinpenHu3ooH 8mr/cyt). B cenrsope 2007T. B
aHaJIM3e KPOBY OBLIY BIIEPBbIE BHISIBIEHB U3MEHEHMS:
remoriiooun (HB) -120r/n, sputpouuntsi-3,49x10'2/1,
nerkouuTei-8,7x10°/1, numdountsi-73% (6.381ki1/
MKJI B aOCOJIIOTHOM KOJIMYECTBE), HelTpoduibi-18%
(1.566KJ1/MKJI B a0COJIIOTHOM KOJIMYECTBE), MOHOLIM-
ThI-7%, 6azoduisi-1%, 03uHOGMIBI-1%, TpOMGOLIM-
TB1-476x10°/11. B mocienyiommx CepUitHbIX MCCIIEn0-
BaHUSX KpOBU Ha (hOHEe HapacTaHUs JeHKOUMTO3a (3a
cyeT TMMGOIIMTO3a) U TPOMOOIIMTO3a OTMEYAJIOCh ITPO-
TPECCUBHOE CHUXEHME YPOBHSI T€MOTJIOOMHA U 3PUT-
poutoB. bosbHast ObUTa MHOTOKPATHO KOHCYJIBTHPO-
BaHa B Pa3IMYHBIX T'€MaTOJIOTMUECKUX CTal[MOHapax
r.MockBbl. I3MeHeHNsT B KPOBU TPAKTOBAIKNCH B paM-
Kax «OCHOBHOTro3aboJjieBaHus». bojibHas mocTynuaanon
Hauie HabmoaeHue B anpesie 2008t ITpu obcenoBanuu
y TalMeHTKN HaOJIOAaIMCh MPU3HAKA aHEMUYIECKOTO
CUHIpOMa, yJIbHapHasl ieBualvs kucteit. [Ipy uMMyHo-
JormaeckoM rcciemoBanum: PO<9,5SME /vt (Hopma 1o
15SME/mir), AHLIIT>100En/ma (Hopma 0,0-5,0Em/m),
hsCPB-39,2Mr/x (Hopma 0,0-5,0Mr/1), ANA(Hep-2)-
1/1280h+sp (Hopma<1/160); Anti-SS-A(Ro), Anti-SS-
B(La), anturena k dsDNA, anti-Sm, anti-RNP-70 — B
rpejesiax HOpMbl. PeHTreHoioTnyecKoe uccieaoBaHme
KUCTe u crtonm — 3po3uBHbIA apTput IllcT. B ana-
JIM3e KPOBU YPOBEHb IeMOMIOOMHA COCTaBJIsLT 63T/,
spuTpouThi-1,56x10'2/11, petukymounThi-2,5%, neii-
KOUUTHI-16,48x10°/11, numdountei-86% (14.172 xi/
MKJI B aOCOJIIOTHOM KOJIMYECTBE), HeATpoduibl- 8%
(1.318 xJ1/MKJI B aOCOJIIOTHOM KOJIMYECTBE), MOHOIIM-
Tb1-3%, 203uHOMPUILI-2%, 6Gazobuab-1%, TpoMGO-
uuTh-647x10°/11. YBenuuenus auMdaTudecKux y3JoB,
MeYeHU, CeJIe3eHKU He BbIsABIEeHO. LluTomornyeckoe
uccienoBaHne TUM@OIUTOB repudepuieckoil KpoBr
1OKa3ajio, YTO YacTh KJIETOK MMEJIO aTUITNIHYI0 MOpP-
donoruto. Habmoganuck auMboOuIHbIE SJEMEHTHI C
IIUTOTJIAa3MAaTUYECKUMU BBIPOCTaAMU, IITMPOKOM ITUTOTI-
JIa3MOIi U MEJTKUMU a3ypopuIbHBIMU rpaHyaamMu (hoTo
1). UmmyHOMbEHOTUIMYECKOE HCClieq0BaHuE JTUM@PO-
LIUTOB TlepudepuyecKoil KpOBU BBIIBUIIO, YTO JINM-
o1mTo3 00yCIOBIEH yBeIWYEHUEM uucia T-KIeTok
¢ ¢enorunnom CD3*, CD7*, CD8*, CDI16—, CD56—,

TCRaf*. IIpy IUTOTOTMYECKOM UCCIEAOBAHUU KOCT-
HOTO MO3Ta OTMEYaJoCh paclIMpeHue 3PUTPOUTHOTO
pOCTKa M CHUKEHUE YHuCIa CEeTMEHTOSICPHBIX HeE-
TpoUJIOB B TPaHYJIOLMTAPHOM pocTKe. ucruiazum
MMeJIoNo33a He oTMedeHo. KomnuecTBo TUMGOIIUTOB
OBbIJIO HEMHOTO YBEJIMYEHO W cocTaBisiio — 16,6%
(Hopma 4,3-13,7%). Ilpu rMCTOIOTMYECKOM HCCIIENO0-
BaHUU TPEITaHOOMOIITaTa BBISIBIIEHA TTOBBIIIICHHAST KJIe-
TOYHOCTb KOCTHOTO MO3Ta, BUTHBI BCE POCTKM T€MOITO-
93a, TIpe/ICTaBIeHHbIE 2JIEMEHTAMU Ha Pa3HBIX CTalUSIX
co3peBaHusl. Ha cpesax ¢ mapaguHoBoro 6yjoka ObLI10
MPOBEIEHO MMMYHOTMCTOXMMUYECKOe UCcClieoBa-
HME KOCTHOTO MO3Ta C MCIIOJIb30BAaHWEM aHTUTENT K
CD2, CD3, CD4, CD5, CDS, CD10, CD20, CD38,
CD43, CD56, CD138, TIA-1, Granzyme B, Perforin.
BrisiBieHa uHTEpcTUIIMANbHAS WHOUIBTpALIMS KOC-
THOro Mo3sra JuMdonutramu (¢porto 2), KOTOpble 3KC-
npeccupoBanu: CD3(¢poto 3), CDS, CD43, Granzyme
B (doto 4), TIA-1 (doTo 5). C ocTasIbHBIMU MapKepa-
MM peakiny B JIUMOOUTHBIX KJIETKaX ObUIM HEraTHB-
HbIMU. Hanuune KioHaJIbHOM MepecTpoiiku (peappaH-
XUpoBKU) Vy9 reHa T-KJIeTOYHOro perlenTopa MeTo-
JIoM TonuMepasHoii uenHou peakuuu (ITLIP) B kpoBu
MOJATBEPANIO OMYXOJeBYI0 Tipupoay T-KIeTOUHOM
npoiudepanuu (hoto 6A). Takum 06pa3oM, Ha OCHO-
BaHUU BBIIIEU3TOKEHHBIX MCCIIEIOBAHUN Y OOTBHOM
ObuTa AuarHoctupoBaHa offT-KjieTouHas JeKeMus U3
OOJIBIIINX TPaHYIMPOBAHHBIX JIMMMOIIUTOB.

leHes anemum paccMaTpuBajICsi B pamMKax Jieike-
MWU. YYUTBIBasl TIPOrpeccupyloliee HapacTaHue aHe-
MuUM, O0OJbHON OblIa HayaTa Tepamnusl dHIAOKCAHOM
(B mo3e 100MT/CcyT per 0s) M majiiee MaJbIMHU JT03aMH
Metotpekcara (10 mr/m? (17,5Mmr) per os 1 pas/Hen).
Yepes 1iecTb MecsIeB Teparnuy ToJydeHa IOoJHas
KJIMHUKO-TeMaTojiornueckasi pemuccust: HB-124r/x,
spuTpoluThi-3,39x10'2/1, JerkouuThI-3,16x10%/71,
nmuMmbouuThi-19%, HelTpobunb-76%, TPoOoMOOLIM-
Te1-235x10°/1). Tlpu MMMyHODEHOTUITUPOBAHUU
muM@onMToB nepudeprdeckoil KpoBU OTMedaslach
HopManu3aums copepxxaHusg CD8* T-numdonuton
u cootHommeHusi CD4/CD8 numdountoB. OgHako
MPU KOHTPOJILHOM MCCJIEOBAaHUM KJIOHAJTLHOCTH 10
peappaHXMpoOBKaM Te€HOB ramma-1enu T-KJIeTOYHOTO
peuentopa metonoM ITI[P B kpoBu Habm00a/ICS pe3u-
JIyaJIbHBII OITyXOJIeBbIi KJIOH ((hoTo 6B).

Oco0eHHOCTh TAaHHOTO CIydasl 3aKjIoyaiach B TOM,
YTO JOMUHUPYIOIIUM KJIMHUYECKUM CUHIPOMOM ObLiIa
Hapacralolas aHeMusi, KOTopasi OIIIMO0YHO TPaKTOBa-
Jack B pamKax PA Kak «aHeMusi XpOHMYECKOTO BOCIa-
JINTEJIbHOTO 3a00sieBaHUsT». Y manmeHToB ¢ T-LGL nefi-
kemueii B 20% ciydaeB HaOIIOOAETCS aHEMUS C YPOB-
HeM TemontoouHa MeHee 80r/m [11,12,20]. ITatoreHes
ee pa3nmuuHblii. KyMOC-IO3UTHMBHAS TeMOJUTUYECKAS
aHeMusl HaOJIOMaeTCss OYeHb PEelKOo, HECMOTpS Ha TO,
yto y 12% manuenToB ¢ T-LGL eitkemueil BEISBIIS-
0T MOJOXUTEIbHYIO mpsiMyio Tpody Kymb6ca [22,23].
[MapumanbHasi KpaCHOKJIETOUHAST aruia3usl XapaKTepu-
3yeTcsl aHEMUEeW ¢ HU3KUM YPOBHEM PETUKYJIOLIUTOB
U OTCYTCTBUEM 3pEJIbIX TPEAIIeCTBEHHUKOB 3PUTPO-
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LIMTOB B HOPMOLIEJUTIOJISIPHOM KOCTHOM Mo3re. OHa
Habmonaercs y 8-19% nauuenTtos ¢ T-LGL neiikeMu-
eit [11,24-27]. OnHako B OOJBIIMHCTBE CAy4YaeB IeHe3
aHemuu npu T-LGL neiilkeMuu octaercsi HESCHBIM.
Ectb runoresa, uro omyxosnesble kietku T-LGL neii-
KEMUM MOTYT IMOAABJISITH POCT WM HEMOCPEICTBEHHO
JIU3UPOBATh TPEIIIECTBEHHUKU 3PUTPOIIUTOB B KOC-
THOM Mmosre [28]. IlpenaniecTBEeHHUKU 3PUTPOLIUTOB
00byHO TepsitoT aHTureHbl HLA I knacca B TeueHue
co3zpeBaHusl. T-kiueTku win NK-KIeTKu aKkcrnpeccupy-
10T KIR (ot anr. killer immunoglobulin-like receptor),
KOTOpbIe MHTMOMPYIOT ITUTOTOKCUYIHOCTD, €CJIU KJIET-
KU-MUIIEHU 9KCTIPECCUPYIOT CIieliMprIecKne aHTUre-
Hbel HLA I knacca. IToteps aThX aHTUT€HOB Ha CO3pe-
BaOIIMX dPUTPOUIHBIX TIPEIIIECTBEHHUKAX JIeTaeT X
BOCIIPMMMYMBBIMU K YHUYTOXeHUIO KieTkamMmu LGL
Jevikemuu [28,29].

B Hamem ciryyae JaHHBIX 3a TTapIUaTbHYIO KPacHO-
KJIETOYHYIO aruia3uto He 6buto. Haobopor, mpu uccie-
JIOBaHWM KOCTHOTO MoO3ra HaOjojanach yMepeHHas
TUTIEPIUIa3sl SPUTPOUTHOTO pocTKa. [1o JaHHbIM Mue-
JIOTpaMMbl, CYMMa KJIETOK PUTPOUIHOTO Psiia COCTaB-
astna 31,8 (Hopma 14,5-26,5). YBenuueHue ypOBHS
SPUTPOUIHBIX MPEAIIECTBEHHUKOB B KOCTHOM MO3TE Y
nanueHToB ¢ T-LGL nelikeMueit oTMeuyaloT TOBOJBHO
yacto [16]. HopMaibHble YPOBHM HEKOHBIOTMPOBaH-
HOTO OWIMpYOMHA U JIAKTATACTUAPOTEHA3bl, a TaKXe
oTpulIaTe/ibHasl TpsiMasg U Hempsimas npoba Kymbea
MPOTUBOPEYNIN AUATHO3Y ayTOMMMYHHOU T€MOJIMTH-
yeckoil anemuu. [IpyuHUMas BO BHMMaHWe, YTO aHe-
MMST ObLJIa HOPMOIIMTApHOI, HOPMOXPOMHOI, YPOBHU
CBIBOPOTOYHOTO XeJie3a U peppuTHHA ObUIM B TIpee-
JlaX HOPMBI, KeJie30e(DUITMTHBIN TeHe3 aHEMUU TaKXKe
ObUT UCKIIOUEH. be3yca0BHO, MOTHOCTHIO UCKITIOYUTD
KOMITOHEHT «aHEMUM XPOHUYECKOTO BOCTIATUTEIEHOTO
3a001eBaHUsI» Y HAIIeH MAlIMEHTKY He TIPEeICTaBISIeTCS
BO3MOXHBIM. OJTHAaKO, TIPUHUMAsT BO BHUMaHUE OBICT-
poe cHIKeHue ypoBHs TemoriobuHa ¢ 120r/m1 go 60r/n
3a ceMb MecsieB Ha ¢doHe MaHudbecranuu T-LGL
JIelilkeMuU, Mbl TpaKTOBaIu ee reHe3 B pamkax T-LGL
JICUKEMUU.

Heob6xonumo oOpaTuTh BHUMMaHUWE Ha TO, 4TO,
HECMOTpSl Ha HOpMasu3aluio Ha ¢poHe Tepanuu Gop-
MyJabl KpoBu U coaepxaHuss CD8* T-numdbonuros
(260k1/Mki1) (HopMa 300-800xj1/MKII), MPU MOJIEKY-
JIIPHOM UCCJIEIOBAaHUU ObLT OOHAPYXXEH OITyXOJIEBBIM
KJI0H. B mpoluioM HEOOXOAUMBIM YCIOBUEM IS TIOC-
TaHOBKM auarHo3a T-LGL nelikemuu ObLIO HaIu-
yre auM@OoIUTo3a U3 OONBIIUX TPaHYJIUPOBAHHBIX
T-numdouunros cBbiie 2,0x10°/1 (t.e. 2000 xi1/MKIT)
JUTUTEIbHOCTBIO OoJiee miectu mecsueB. B cooTserc-
TBUU C TIPUHATBIMUA B HACTOSIIEE BPEMsI KPUTEPUSI-
MM TIOCTAHOBKM [IMAaTHO3a, HAJINYWE KJIOHAJTbHOCTHU
T-LGL, a He aGcoI0THOE KOJUYECTBO OOJIbIINX T'pa-
HYJIUPOBAaHHBIX JIMM(MOLIMTOB, HEOOXOAUMO JIJIST TTOCTa-
HOBKM nuarHo3sa [ 14, 30-32].

YBenuueHue CeIe3eHKU Y MalMeHTOB ¢ CUCTeMHBI-
MM peBMaTUYECKMMU 3a00JIeBaHUSIMU U, B YaCTHOC-
™, ¢ PA Tpebyer npoBeneHuss auddepeHLMaaIbHOro

IMAarHO3a C PSIOM IeMaTOJIOTMYECKUX M MH(EKIIMOH-
HBIX 3a00JIeBaHMI, a TaKKe PeaKTUBHON THUIIEPILIa3H-
el ceJe3eHKN B paMKaX aKTUBHOCTU ayTOMMMYHHOTO
npouecca. JJIsS IMOCTAaHOBKM MPaBUJIBHOTO JIHArHO3a
yacTo TpeOyeTcs MHTETpalMs KIWHWYCCKUX NaHHBIX,
MMMYHOJIOTUIECKUX U MOJICKYJISIPHBIX METOIOB MCCJIC-
JIOBAHUS.

Cryyaii 2.
bonvnas P.E.U., 70mer (1938rp.). B 1991
yCTaHOBJIeH auarHo3 PA,  cepoIno3UTUBHBIMA.

HMmMmyHOcynipeccuBHOM Tepanuu He rosydaia. C mapra
2007r. cTana oTMeyaTb CHUXKEHUE Beca MPU COXpaHEeH-
HoM anmnetute. B Mae 2007T. BbISIBJIEHO YBeJMYEHUE
ceyie3eHKU (+2cM OT Kpasl pedepHO# ayru), Jeikore-
HUs ¢ abCOMIOTHOU HelTponeHueil. boapHas HaOO-
Jajach B pa3IMYHbBIX T€MaTOJIOTMUECKUX YIPEKICHUSIX
LMockBbI. YBeqnueHUe CeNe3eHKU U HEeUTpOomeHUs
TpPaKTOBAJIUCh B paMkax cuHapoma ®Pentu. [TanmeHTka
MoCTynua Mmoj Haue HabmoaeHue B ceHTs0pe 2008r
K sTomy BpemeHu moTteps Beca cocTaBwia 6ojiee 15kT.
IMpu ocMoTpe oTMedanach yiabHapHasl JeBUALIMS KUC-
Tel, BbIpaXXeHHasl CIJICHOMETanusl (HVWXKHUN TIOJTIoC
CeJIe3eHKU CITyCKaJICS B MaJIbIii Ta3), remaToMeraius,
nepudepudeckre TuMbaTUIecKue y3Ibl He IMajblIn-
poBanuck. Onpenensuiachk [V Ro-cranus PA. B ananuse
kpoBu HB—85r/71, aputpouutei—1,92x10'2/71, neiikouu-
ol — 1,1x10°/71, manoukosinepHbie HeUTpobUIbI—12%,
cerMeHTosiIepHble HelTpohuabi—4%, 6azopuibi—2%,
MOHOLUTBI—32%, nuMbouutsbi—50%, TpOMOOLUTHI—
139x10°/n1. BuoxuMmuueckuii aHaiu3 KpoBu — 6e3 0co-
o6eHHocTelt. Bupychl renatutoB B u C He BBISIBIEHBDI.
[Tpu Mopdosornueckom, IUTOXUMUIECKOM, UMMY-
HosiorndyeckoM 1 MoJiekyasipHom (ITL[P ananu3 xio-
HAJILHOCTHU TI0 peappaHXXMpOBKaM TeHOB ramma-1ernu
T-KJIETOYHOTO) MCCIIENOBAHUSIX KPOBU U KOCTHOTO
Mo3ra JJaHHBIX 3a MueonpojudepaTuBHoe, JUMGBO-
npoyudepaTuBHOE U MH(PEKIIMOHHOE 3a00JieBaHE HE
nmojyyeHo. [lo maHHBIM MUEIOTpaMMbl B TpaHYJIO-
LIUTApHOM psIy OTMeuasiach 3ajepxkKa CO3peBaHUS
Ha CTamuu MMEJOUUTOB. [Ipy MMMYyHOXUMHMYECKOM
HCCIIeIOBAaHUN OEJTKOB ChIBOPOTKU M KPOBU BBISIBJICHA
TOJTMKJIOHAJIbHAS TUTIEPTaMMario0yJIMHEMUST C TIOBbI-
LIEHUEM YPOBHSI UMMYHOTI00yMHOB G U A; yBeauye-
HUE KOJIMYECTBA LIMPKYTUPYIOIINX UMMYHHBIX KOMII-
JIEKCOB; TIPU3HAKHU BOCTIATUTEILHON JTUCTTPOTEUHEMUN
¢ noBbilieHUeM ypoBHs: CPB; moBbIlIeHO cofepXaHue
B2-mukpornobynuHa. Ilatonornyeckoil cexpeuuud He
obHapyxeHo. [lo maHHBIM KOMIBIOTEPHON TOMOT-
paduu nuMdaTuyeckue y3ibl OpPIOIIHON IMOJIOCTU U
3a0pIOIIMHHOTO TTPOCTPAHCTBA HE YBETUYEHBI, TIeYeHb
YBEJIMUEHA B pa3Mepax, HUXKHUM Kpaii ee NpaBoi 1011
Ha 5 CM BBICTyHaeT W3-TION Kpas pebepHoil ayru,
VIUIOTHEHA, TOMOT€HHOM CTPYKTYphl. Pazmeps! eueHu
— 15,5x16,2x18,2cm. PaciuypeHne BOPOTHOM BEHBI 10
2,5cMm. Cene3eHKa 3HaYUTENILHO YBEJIMUYEHa B pa3Mepax
— 15,4x9,7x25,2cM, HUXKHUI TIOJTIIOC €€ pacnooXeH Ha
6,5cM HUXe Kpblla TOAB3IO0IIHON KOCTH, TOMOT€HHOI

CTPYKTYPBHI.
KinnHuyeckast kKaptuHa (ObICTpOE YBEeJIMYEHUE pa3-
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MEpOB CeJIe3eHKU B OTCYTCTBUM JPYTUX 3KCTpaap-
TUKYJISIPHBIX TIPOsiBJIeHWI PA, TWraHTCKue pa3mepbl
CeJIe3eHKM) TIOCTYXKWIa OCHOBAaHUEM JUISl TIPEATIOJIo-
JKUTEJIBHOTO AMarHo3a JuMdoma cejieeHku (0e3 yTou-
HeHus Hozosiornueckoit opmbl). B oktsa6pe 2008r ¢
JUAarHOCTUYECKON U JIeYeOHON 11eJIbl0 ObLIa BBITOTHE-
Ha CIUIEHIKTOMMUSI.

IIpn rUCTONOTMYECKOM MCCIIEIOBAHUN CeJIe3eHKHU
Oeyiast mysbna NpeacTaBieHa (GOUIMKYIaMU MPeuMy-
IIECTBEHHO CO CBETJbIMHU ILIEHTPAMM Pa3MHOXKEHMS.
KpacHas mysibIia moJTHOKpOBHA, TSKA KPacHOM MyJib-
bl UH(MUIBTPUPOBAHBI HEOOJBIIUMU JTUMGBOUIHBI-
MM KJIETKAMU C OKPYIJIO-HENPaBWIBHBIMU SIIPAMH,
cpenmy KOTOPBIX BCTpeYaloTcsi 0ojiee KPYITHBIE KIIET-
ku. MHOUIBTpaT He «IUTOTHBIN», BEIpakKeH YMEPEHHO
(poto 7;8). B kpacHoIli myJiblie BCTpevyaauchb HEOOb-
1€ OYaroBble CKOIUIEHMS TIa3MaTUYeCKUX KIIETOK.
Ha cpesax ¢ napacuHOBBIX 0JIOKOB MPOBEAEHO UMMY-
HOTUCTOXMMUYECKOE UCCIIEIOBAHNE C UCTIONIb30BAaHUEM
anturea k: CD2, CD3, CD4, CD5, CDS8, CD10, CD16,
CD20, CD23 CD38, CD43, CD56, CD57, CD79a,
CD138, BCL-2, IgM, IgD, merkum nerssm kappa(x)
u lambda(h), TIA-1, Granzyme B, Perforin, TCRap,
Ki67. Knetku dommmkyiaoB skcnpeccuposamu CD20,
CD79a. KieTku peakTUBHBIX LIEHTPOB 3KCIIPECCUPO-
Basin CD10, He skcnpeccupoBaniu BCL-2, xapakTepu-
30BAJINCHh BBICOKOIW MPOIM(epaTuBHON aKTUBHOCTBHIO
(mo Ki67). KieTku 30HBI MaHTHM 3KCIPECCUPOBAIH
CD5, BCL-2, IgM, IgD. JlumdouaHbie 3JeMEHTHI,
WHOWIBTPUPOBABIIINE TIXKU KPACHOMW ITyJIBITBI, IKC-
npeccupoBayin CD2, CD3 (dorto 9), CDI16, CD43,
TIA-1 (poTo10). Enunnunsie CD4" u CD8* numdo-
WIHBbIE KJIETKU pacrojaraiuch auckpetHo. CDI138%,
CD38" mrazMaTtuyeckue KJIETKU dKCIPEeCCUpoBaIn K-
U A- JIETKWE 1IeNW TMMOYTH B PaBHBIX COOTHOIIEHUSIX.
DHIOTEU CUMHYCOB cefle3eHKHU aKcnpeccupoBai CDS
(dbotoll).

HccnenoBanve KJIOHAJTBHOCTH IO peappaHXUpOB-
KaM TEHOB TaMMa-1lenu T-KJEeTOUHOTO pelenTopa
metonoMm ITLIP B cene3eHke ycTaHOBUIIO OUALIIENIbHYIO
KJIOHAJIbHYIO peappaHXUpPOBKY B reHax Vy2-8 u Vyl0
(dbotol2).

Tucromornyeckoe uccieqoBaHUE WHTpAOTIepallv-
OHHOTO OuWorTaTta Te4YeH! BBISIBUIO TKaHb TEYeHU
OOBIYHOTO CTPOEHUSI C COXpaHEHWEM [OJIbKOBOW U
TpabeKyISIpHOI TUCTOAPXUTEKTOHUKU. B TmpocBere
KanmwuIsIpoB Hapsily C TPaHYJIOLMTaMU WMEJUCh U
MeJIKue JTUMGbOUTHBIE KIeTKH.

TakuMm o0Opa3oM, Ha OCHOBAHWUU BBIIIEU3IOXEH-
HBIX UCClIefoBaHUI OOJIbHOU Obla JMAarHOCTUpPOBaHa
T-xneTouHast TuMdoma cesie3eHKH.

CrieflyeT OTMETUTD, YTO YK€ UYepe3 HeCKOJIbKO THe
rmocjie CIUICHIKTOMUU KapTuHa Tmepudepudeckoit
KPOBU MPAKTUYECKU TIOJHOCTHIO HOPMaIM30Bajiach:
Hs -116r/n, sputpountbi-4,3x10'2/1, AEAKOLUTHI-
8,5x10°/n, manoukosiiepHble HelTpobuiani-7%, cer-
MEHTOsIIEpHBbIE HEUTPODUIBI-58%, muMbouThI-22%,
MOHOLIUTBI-11%, 303uHODWIBI-2%, TPOMOOLIUTHI-
336x10°/1. bonbHas cTaja MOCTENEHHO HAOMpaTh BeC

(3a 3 mecsaua — 3kr). OgHako BCKOpe IMocie ynaje-
HUSI CeJIe3eHKM Y TMAllMeHTKM TTOSIBUJICSI BbIpasKeH-
HBI 00JEBON CHHAPOM, TOKpPAacHEHUE, OTEYHOCTh
U YTPEHHSISI CKOBAaHHOCTb MEJIKUX CYCTABOB KUCTEiA,
Yero He HaOJIOAAIOCh C MOMEHTA BBISIBICHMS CILIE-
HoMmerasmu (maii 2007r). Tlpy MUMMYyHOJIOTMYECKOM
uccnenopanuu: P®-120,2ME/mn (Hopma mo 15SME/
mir), ALIIT>100Ex/min (Hopma 0,0-5,0Ex/mir), Anti-
SS-A(Ro), Anti-SS-B(La), ANA(Hep-2), C3c, C4 — B
npezaenax HopMbl. CoCTOsTHME paclieHeHO KaK aKTHBa-
s PA. C nexkabpst 2008r. 60JbHON ObLIM Ha3HAYEHbI
MaJtble 036l MeToTpekcarta (15Mr/Hen per 0s) U HecTe-
POWIHBIE TIPOTUBOBOCTIAIUTEIHLHBIC TTPEapaThl.

CunnpoMm DenTu xapakTepu3yeTcs coueTaHneM PA,
CIUTEHOMETaIuM W HeWTporieHuu. l[ucTtomornyeckoe
HCClIeoBaHUe celie3eHKM mnpu cuHapome Dentu
BBIBJISIET Hecneln(pUIHbIE M3MEHEeHUsI, CBSI3aHHbBIE
IJIaBHBIM 00pa3oM ¢ runepcrieHusmom [33]. Xotd ¢
(opManbHOI TOYKM 3peHUs] Hallla MallMeHTKa YIOB-
JIeTBOpsiIa KpuTepusM cuHapoma PenaTu, OIHAKO
OTCYTCTBHME KJIMHUYECKOW aKTWUBHOCTH PA Hapsay
C OBICTpBIM HapacTaHUEM pa3MEPOB CEJEe3eHKHU, €€
IJIOTHOCTh M TMTAHTCKUE pa3Mepbl (HWKHUI TIOJIOC
HaxXOIWJICS B MaJlOM Ta3y) CBUAETEIbCTBOBAIN CKOpEE
B TOJIb3y TOpaXXeHUs CeJIe3eHKU OIyXOJIEBBIM IIpO-
neccoM. CrureHOMerayiusi SIBJISIETCSI TOMUHUPYIOIITUM
KJIMHUYECKUM CUMITTOMOM HEKOTOPBIX MUEJIOMIHBIX 1
JIMM(bOUTHBIX OMYXOJiei, KOTOPhIe OTIMYAIOTCST MEXKIY
co0oii Mo mporHo3y u JieueHuto. MccienoBanue nepu-
(epuyeckoil KpoBU M KOCTHOTO MO3ra ITO3BOJIMIIO
WUCKITIOUUTH MUEJOUIHYIO TIpUpoay omyxonn. OmHako
OTCYTCTBUE MOPGHOIOTUYECKOro cybcTpaTa Mpu Uccie-
noBaHWM TieprdepruiIeckoll KpOBU U KOCTHOTO MO3Ta
HE TI03BOJISIO UCKITIOUUTH JIMMMOUIHYIO OIyXOJb U
KOPPEKTHO YCTAaHOBUTbH AMArHO3 Y Halleil O0JIbHOM
JIO CIJIEHIKTOMUU. MOpHOOUMMYHOTHUCTOXUMHUYECKOE
HCCIIEIOBAaHUE CEJIe3€HKU BBISIBUIO WHQUIBTPAIIUIO
KpacHo mysbIibl tuTOoTOKCHYeckumu (TIA-17), CD4—,
CD8—, TCRoap— T-numdouutamu. YcTaHOBIEHUE
KJIOHAJILHOCTU TI0 peappaHXMpPOBKAM TEHOB Y-IIeTH
T-kJeToYHOro peuentopa Mpyu MOJEKYISIPHOM UCCe-
JIOBAaHWM TKaHW CEJIe3€HKU TTONTBEPINUIIO OIyXOJIeBBIN
xapaxkrtep npoaudepauu.

CriieHOMeTanusl SIBJISIETCS KJIIOYEBOW KITMHUYEC-
Kol 4eproil Tpex T-KJIETOUHBIX JTUMQPOUIHBIX OITy-
XoJieii: rermaTtocruieHudyeckoit T-kieToyHoil JuMd@po-
MbI, T-KJIE€TOUHOU MPOIUM@POUUTAPHON JeHKEMUU U
T-xneTouHol NeiikeMun U3 OOJIBIINUX TPAHYJIMPOBAH-
HbIX TuMdounToB [34,35].

T-xknerouHnast mpoauMdolUTapHas JIeHKeMust
(T-PLL ot anru. T-cell prolymphocytic leukemia) sBmnsi-
€TCs arpecCUBHBIM 3a00JIeBAHUEM C MEIMAaHON OOLIel
BBDKMBAaEMOCTH paBHOM cemu Mmecsiam [36]. uartHos
OCHOBBIBAETCS Ha BBISIBJIEHUY B KPOBU M KOCTHOM MO3Te
MEJIKUX W CpPeIHEro pasMepa JUM(MOUTHBIX KIIETOK.
OTU KJIETKU UMeIoT 0a30(pWibHYO LMUTOIIa3My (0e3
TPaHyJIAIMIA) U KPYIJIoe, OBAJIbHOE MU C HEPOBHBIMU
KOHTYpaMU SIIPO C BBIPAXEHHOU HYKJIEOJION. Y 00sb-
IIMHCTBA MAallMEHTOB YPOBEHb JTUMQOIIUTOB B Tiepude-
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puueckoii kposu npesbiimaeT 100x10°/1 (100.000/MK1).
Y nanuentoB ¢ T-PLL HabmogatoTcs cruieHOMeraaust
(B 75% cayuaeB), nuMmaneHonarus (B 50% ciydaes),
KOXHbIe MHGUIbTpaThl (y 25% 60nbHBIX) U B 15%
cyyaeB — BBITIOT B TUIeBpasibHOM mosocTu [13,19,36].
WNHbubrpalinss KOCTHOTO MO3Ta SIBJISICTCS YHUBEP-
canpHOM uyeptoil T-PLL [37,38]. UmMMyHOdeHOTUIT
OITYXOJIEBBIX KJIETOK COOTBETCTBYET 3pEJIbIM IOCT-
TuMndyeckuM T-numdponuram: CD2*, CD3*, CDS5*,
CD7*, TdT —, CDla—. Okojo 60% ciydaeB SIBISIIOTCS
CD4*CD8~—, B 25% cny4yaeB KJIETKHU KO-3KCIPECCHU-
pytor CD4 u CD8 u B 15% ciyyaeB — omnmyxoJieBbIe
kinerku CD4-CD8* [13,36]. OmnyxosieBble KIETKM He
9KCIIPECCUPYIOT TIPOTEUHBI ITUTOTOKCUYECKUX T'PaHYJT
(TTIA-1, mepdopuH, rpaH3umbl) U NK-kieTouHble
Mapkepsbl. [ucTosornueckass KapTMHa Cele3eHKU IpU
T-PLL nemoHcTpupyeT UHOUABTPALIMIO MPOIUM@PO-
UTAMM KPacHOW IyJIbITBI C WHBA3Weil OITyXOJEBBIX
KJIETOK B O€JIylo IMyJIbIY, CEJIe3eHOUYHbIE COCYAbl U B
Kancyyy [34]. OngHako TUCTOJIOTMYECKOe MCCaeaoBa-
HUE CeIe3eHKN OOBIYHO He TpebyeTcs Il MOCTaHOBKU
nrarHo3a. B GosbIIMHCTBE cilydaeB Il JUarHOCTUKU
T-PLL pocraToyHO uccaenoBaHus Tepudepruueckoit
KPOBU, KOTOPOE MOKa3bIBaeT 3HAYUTEIbHOE YBEIUYe-
HUE YpOBHS JTMM@OIIUTOB ¢ TUITMYHON MOpdoIorneit
1 UMMYHOMEHOTHUTIOM.

Jannble, HeoOxomumble g nuarHosa T-PLL, B
HauieM ciaydyae OTCYTCTBOBaiu. B mepudepuueckoi
KpoBU HabOmonanack jgumdboneHus. [TpoaumdbouuTsl
B nepudepruyecKoil KpOBU U KOCTHOM MO3T€ OTCYTC-
TBOBaJIU. [UCTONOrMYECKOEe HCCAENOBAHUE CEIe3eHKU
JEMOHCTPUPOBAJIO MHMUIBTPALIMIO KPACHOM TTYJIBITHI
HeOoJbIIUMU T-TUMOOUIHBIMU KJIETKAMU C KOHAEH-
CHpPOBAaHHBEIM XPOMAaTMHOM U 0e3 BUAMMBIX HYKIICOJL.
KieTku He MpOHUKAIU B CEeJIE36HOYHBIE COCYIbI U OETyI0
myJbIty. UIMMyHO(DEHOTHUIT OITyXOJIEBBIX KJIETOK OTJIM-
yajicss OT UMMYHO(hEHOTHIIA OITyXOJIEBBIX KJIETOK IpH
T-PLL. B Hamewm ciyyae T-knetku obu1u CD4—, CD8—,
TCRop— u skcnpeccupoBanu NK-kieTouHblii Mapkep
CD16 u 6enok nutoTokcuueckux rpanyi TIA-1.

BoabimHcTBO T-KIETOUHBIX OIyXoJeil BKcrmpec-
cupytor offT-kieTouHslii peuenrop. JIMiib B peakux
ciyyasix omyxoseBble T-TMM@OUUTBI 9KCIPECCUPYIOT
v6T-knetounslii peuenrop. K coxaneHuto, B Hailem
cllydyae Mbl HE UMEIM BO3MOXHOCTU HEMOCPEICTBEH-
Horo ucciegoBanust akcrpeccun yOTCR Ha cBexe-
3aMOPOXEHHOM Marepuajie s MPsSMOTOo MOATBEPXK-
neHus yoT-kieTouHol mMpupoabl omyxoau. OmHaKo
orcyrctBUe 3Kcnpeccuu T-nmumbouutamu of TCR
MOXET KOCBEHHO CBUAETEJbCTBOBATh B MOJIb3Y YOT-
KJIETOYHOM TIPUPOABI OMYXOJM Yy HAaIllleil IarueHT-
Kku [39]. BoabIIMHCTBO HOpMaJIbHBIX T-TMMGOLIMTOB,
KoTopeie aKcmpeccupytor YOTCR, gBISOTCS Takxke
CD4-CD8—[35,40,41]. OTcyTcTBHE 3KCOPECCUN OMY-
xoJieBbiMU JuM@onutamu CD4 u CDS§ B HalueMm ciy-
yae TaKKe MOXKET CIYXUTh TOTIOJHUTEIbHBIM apry-
MEHTOM B MOJIb3Y YO T-KJIE€TOUHON MPUPOIBI OITYyXOJIH.
Heob6xoaumo, onHako, OTMETUTb, YTO cama 1o cebde
peappanxupoBka reHoB y-uenu TCR He saBisercs

JIOCTaTOYHBIM YCJIOBUEM [l YCTAHOBJIEHUST SKCIIpec-
cun T-numdountamu yoT-KIETOUHOTO peLenTopa.
Peappanxuposka reHoB y-uenu TCR HaGmomaercs
BO Bcex ciydasix T-KJIeTOYHOM JeKeMUr U3 00JIbLIMX
IpaHyJIMPOBAHHBIX TUMQOIIUTOB, BHE 3aBUCUMOCTU OT
TUIA 9KCIIPECCUPYEMbIX pelenTopoB (off uau yo) [13].
AHQJIOTUYHO, peappaHXUpoBKY reHoB y-uienu TCR
BBISIBISIIOT B 75% cnydaeB ofiT-KjIeTOYHOI TremaTo-
CIuleHn4YecKoi TuMboMsbl [42].

Hpyroit tuMdbOnIHON| OMyXO0JbI0, C KOTOPOI HE00-
XOAUMO TMpoBeaeHue Aud@epeHInATbHOIO IUArHO-
3a B HallleM cjydae, SIBJISIETCS TernaToCIUIeHuYecKast
T-kneroyHast aumdoma. Dra popma JMMEGOMBI TTopa-
JKaeT MPEeUMYIIeCTBEHHO MOJIONBIX MYXKYWH (CpemTHUi
BO3pacT 35J1eT) U UMeeT arpecCUBHOE TeueHue (Meau-
aHa BBDXKMBAeMOCTM MeHee OaHOro roga). Jlumdpoma
XapaKTepu3yeTcsl BBIPAXXKEHHOW CIJIEHOMeraiuei,
OOBIYHO C TeraToMerajvueil 1 CMCTEMHBIMU CUMITTOMA-
MU. YBeJnueHue JUM@PaTUYECKUX y3JI0B HE XapaKTep-
Ho. TpoMOouMTONEHUS SBISETCS XapaKTepHOW yep-
TOU remarocruieHu4YeckKo T-kaeTouHou JUMGbOMBI.
TpomMOOLMTONIEHUS CBS3aHA C aKTMBHOCTbIO OOJIE3HU
U HabJIoaeTcs Jaxe y MalueHTOB MOCe CIUIEHIKTO-
muu. Hanuuue omyxosieBbIX KJIETOK B mepudepudec-
KOl KpOBU BO BpeMs NMOCTAHOBKU JMArHO3a HeXapak-
TepHo. [lopaxeHue KOCTHOro Mo3ra (IpeuMylIecT-
BEHHO WHTPACUHYCOWJAJIbHOE) HaOIIofaeTcs MpaK-
TUYeCKM BO Bcex ciyyasx. [Ipu mopdonornyeckoM u
UMMYHOTUCTOXUMUYECKOM HCCIEIOBAHUU CEJE3EHKU
BBISIBJISIIOT MH(MWIBTPALIMIO OITyXOJIEBBIMM KJIETKaMU
CUHYCOMJIOB M TSDKEW KpacHOM IIyJIbITI CO 3HAuM-
TEeJbHOU peAyKuuell Wiu MOoJHOW artpodueil Genoit
nyabnbl. OnyxoJieBble KJIETKU B OOJBUIMHCTBE Clyva-
€B UMEIT MMMYHO(MEHOTUI LMUTOTOKCHYECKUX YOT-
mumbouuros: CD2*, CD3*, CD5—, CD7*, CD16%/—,
TCRyd*, TCRap—, CD56%/—, CD4—, CD8"/—, TIA-1*
[13,35,39,43,44,45,46,47]. OHu OOBIYHO HE DKCIIPEC-
cUpyloT 3(PPeKTOpHbIE TUTOTOKCUYECKUE TMPOTEUHBI
rpaHsuM B u mepdopuH, TO ecTb gBISAOTCS (PyH-
KUMOHAIbHO He3penbiMu [45,48]. o 20% ciydaes
rernaToCIIEHNYeCKX T-KJIETOUYHBIX JTUMGbOM BO3HU-
KaeT y MallMeHTOB C XPOHUYECKO UMMYHOCYTpeccuei
(Hanbosee 4acTo B CBSI3U C IJIMUTEJbHBIM IMPUEMOM
MMMYHOCYITPECCUBHBIX TIPENapaToB) WU TPOJIOHTH-
POBAHHOU aHTUTe€HHOW cTUMYyJsiLueit [13].

MaccuBHOCTb CIUIEHOMETJIMU Y Hallleil 00JIbHOM,
v T-k1eTouHbI UMMYHODEHOTUT U (PYHKIIMOHATbHAS
HE3pPEeJIOCTh OITyXOJIEBBIX IIUTOTOKCUYECKUX KIETOK
(mumdonutsl akcnipeccupoBanu TIA-1, Ho peakunu Ha
nepdopuH u rpaH3uM B ObLIM OTpULIaTEIbHBIMU) — BCE
9TO MOTJIO OBITh TPAKTOBAHO B IMOJb3Y AUMArHO3a rena-
TocrieHnYecKon yoT-kieTtouyHoit nuMdombl. OnHaKo
JIOCTaTOYHO NOOPOKAYECTBEHHOE TeueHue JTUuM@OouI-
HOMU OITyX0JId, BO3PACT, MOJI, OTCYTCTBUE TPOMOOIIUTO-
MEeHUU U BOBJCYEHUSI KOCTHOTO MO3Ta B OIYXOJIEBbIN
npoiecc — MPOTUBOpeYaT 3TOMy auarHosy. Kpome
TOrO, B OTJIMYME OT KApTHUHBI MOPAXEHUS CEIe3EHKU
MpU renatocryieHndeckoii T-kietoyHoi aumMdome, B
HauieM ciy4yae oIyxoJjieBas UH(UIbTpalus Habaoaa-
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Jlach TIPEUMYIIIECTBEHHO B TsXKaX KpacHOU MyJIbIIbI, a
CUHYCOUJbI MPAKTUYECKU HE CONEPKAIU OITyXOJEBBIX
kinetok (doto 11). benas mysbna ceae3eHKM ObLia
WHTAKTHA U B Hell Haboaamuch OOJUTUKYJIBI C LIEHTpa-
MU pa3MHOXeHUs (hoTo 7), UTo TaKKe HeXapaKTepHO
JU1S1 renaTocrieHndeckoit T-kiaeTouHoi TuM@OMBI.

B nuteparype omnucaHo MeHee 70 ciydaeB yoT-
KJIETOYHBIN JIeiKeMUU 13 OOBIINUX TPaHyIUPOBAHHBIX
Jumponutos [39,49-51]. Tamma-nensra T-LGL neii-
KEMUSI HE MMEET XapaKTepHbIX KIMHUYECKUX OTJIM-
ynii ot afT-LGL neiikemnu, 3a UCKITIOUEHUEM TOTO,
yTto mpu YOT-KIETOUHOM BapuaHTe JEHKEeMUU dalle
BCTPEUAIOTCS OIMyXOJIEBbIe IUM(POLUTHI C OTCYTCTBUEM
rpanyasuun [16,35,39]. UMMyHOGEHOTHUIT OITyXOJje-
BBIX KJIeTOK Tipu ydT-knerouHom BapuaHte T-LGL
JIEMKEeMUU HECKOJIbKO OTJIMYAETCS OT UMMYyHOMEeHO-
TUMA ornyxoJieBbiX KjeTok npu ofT-LGL nelikemuu. B
40% ciyyaeB onyxoJjieBble KieTku yd T-LGL neitkemun
umeroT peHotun CD4—-CD8—[13,51]. B kitaccuueckom
BapuaHTe OMYXOJEeBbIE KJIETKU JIEMKeMUU U3 OOIbIINX
TPaHYJIMPOBAHHBIX JIMM(MOILIMTOB SIBISIOTCS (PYHKIIM-
OHAJIBHO 3pEJIbIMU, AKTUBUPOBAHHBIMU LIUTOTOKCH-
yeckumu kjetkamu. To ectb, moMmuMo Oenka TIA-1,
OHM 2KCIIPECCUPYIOT Takxke Mep@opuH U rpaH3um B.
B Hamiem e ciyyae OIyXoJieBble KJIETKU BSKCIpec-
cupoBaiin Tosbko Oenok TIA-1, TO ecTh SIBISIIUCH
(GYHKIIMOHAIIBHO He3peabiMU. B juTepatype peako
MPUBOIUTCS OMUCAHUE DKCIPEecCCUU OEJKOB LIUTO-
TOKCHUYECKUX IpaHyd B kietkax yoT-LGL neiikemuu.
FEVega ¢ coaBT. mpuBOaAT onurcaHue IByX ciydaeB yoT-
LGL neiikxemuu, oryxoseBble KJIETKH KOTOPBIX KC-
npeccupoBaiu TIA-1, HO He BKCIIpeccUpoBaIu IpaH-
3uM B [39]. Takum o0Opa3oM, MOXHO MPEAIOI0XKHUTD,
YyTO B DA€ ciaydyaeB omyxosieBble KiaeTku yoT-LGL
JIEUKeMUU SIBISIOTCS (PYHKIMOHAIBHO HEAKTUBHBIMU.
Tucronornyeckass KapTuHa MOPaXEHUS CEIE3EHKU Y
nauueHToB ¢ T-LGL neiikemueit xapakTepusyeTcs
MPEeUMYIIECTBEHHbIM BOBJIEYEHUEM TsKei (1o cpaB-
HEHUIO C CUHYCOWAAMU) KPAacCHOW MyJIbIIbl U COXPaH-
HOCTbIO O€JI0l MYJIbIIbI CeJIE3€HKU, YacTO C HATUYUEM
B Hell peakTUBHBIX GoIUKYJI0B [16,34]. Takum oGpa-
30M, TMCTOJIOTMYECKAas KapTUHA MOPaXXKEHUs CEIe3eH-
KU, UMMYHO(EHOTUN OITyXOJIEBBIX KJIETOK, CBSI3b C
ayTOMMMYHHBIM 3a00J7i€eBaHUEM — BCE 3TO MO3BOJISIET
kinaccuduMpoBaTh Hall ciaydail B pamkax yoT-LGL
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Abstract

of the spleen

V.R. Gorodetsky, N.A. Probatova, O.A. Logvinenko, V.I. Vasiljev, Y.V. Sidorova, N.V. Ryzikova,
N.A. Kupryshina, T.T. Kondratjeva, A.1. Pavlovskaya, E.L. Nasonov
Difficulties of lymphoid neoplasia diagnosis in patients with rheumatoid arthritis

Summary. In the article is presented a detailed description of two rare cases of lymphoid
neoplasia (afT-cell large granular lymphocyte leukaemia and primary y3T-cell lymphoma
of the spleen) in patients with rheumatoid arthritis. These examples illustrate several
diagnostic problems we often face while searching for lymphoid tumors in patients with
rheumatoid arthritis. A literature review is attached.
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