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PE®EPAT

B HacTodwen ny6nvkaumMm npeactaBneHo peakoe KvHU-
yeckoe HabnogeHne AMarHOCTUKU B-KNeTOYHOro XpPOHM-
4ecKoro nuMdounTapHoro neiikosa (XJ/1/1) Ha aTane TpaHc-
dopmauun B AnddysHyo B-KpyrnHOKNETOUHYIO MM omy
(cvHapom Puxtepa). ¥ naumeHTa, 62 roga, 10KanbHO yBe-
NINYEeH NpaBblii BEPXHUIA SPEMHbIN NuMdaTtnyecknin ysen,
uTo 6bIN0 noaTrBepxaeHo npu MIT-KT. Mo pe3ynbratam
UMMYHOMOPMONOrMyecKoro uccnefoBaHna Onyxonesomn
TKaHW yAaneHHoro nMMaTtMyeckoro ysna [AMarHoCcTupo-
BaHa aunddysHasa B-kpynHokneTtouyHaa numdoma (CD20+,
CD23+, CD5+, BCL2+, BCL6+, LEF1+, umknud D1-, Ki-67
70 %). OgHOBPEMEHHO B KMIMHUYECKOM aHanuae nepude-
pUYECKO KPOBU 1 B MUENOrpaMMe BbisiB1EHbI MOBbIWEHWE
abCoMOTHOrO Yncna NMMAOLMTOB N UX MOPOIornyeckas
HeoAHOPOAHOCTL: Npeobnagany OaHOTUMHbIE POPMbl Men-
KOro Wnn cpegHero pasmepa C OKPyribiM SAPOM, a Takxe
aHoMarbHble KMeTKN 60/ee KPYnHOro pasMepa ¢ gapamu
HenpaswnbHON hopMbl, 6a30UILHON BaKyONU3NPOBaH-
HOW uuTonnasMoi. MNMpu NPOTOYHOM LUTOMETPUN MMMYHO-
deHoTun onyxonesbix B-nuMmdoumtoB cooTBeTCTBOBAnN
CD5-nosutnBHOM B-3penoknetoyHort numdongHon ony-
xonn, 6onee Bcero B-XJ1/1. Mo pes3ynbtataM uccrnegosa-
HUA TpenaHobmonTaTta KOCTHOrO Mo3ra Mopdonornyeckas
KapTMHa 1 MMMyHOEHOTUMN onyxonesbix KneTok (CD79+,
CDb5+/—-, CD23+, LEF1+, Ki-67 5 %) He npoTtuBopeunnu
anarHosy B-knetouHolrt numd oMbl M3 Manbix Avmdoum-
T0B/B-XJ1/1. Takum 06pa3om, Mo COBOKYMHOCTU MOTyHYEHHbIX

Clinical oncohematology. 2026;19(1):104-12

CASE REPORTS

https://doi.org/10.21320/2500-2139-2026-19-1-104-112

A Rare Case Report of the B-Cell

Chronic Lymphocytic Leukemia Diagnosis
During the Stage of Transformation

into Diffuse Large B-cell Lymphoma
(Richter Syndrome)

N.K. Guskova'®, O.N. Selyutina®®, I.B. Lysenko(,
E.M. Nepomnyashchaya'®, E.A. Dzhenkova‘®,
LA. Novikova®, M.S. Nekrasova®, M.A. Kuznetsova

National Medical Research Center for Oncology, 63 korp. 8 14th Liniya ul.,
Rostov-on-Don, Russian Federation, 344037

ABSTRACT

This paper reports a rare case of diagnosing B-cell
chronic lymphocytic leukemia (CLL) during the stage of
transformation into diffuse large B-cell lymphoma (Rich-
ter syndrome). A 62-year-old patient showed a local in-
crease in the right upper jugular lymph node confirmed
by PET/CT. By immunomorphological analysis of tumor
tissue from the resected lymph node, diffuse large B-cell
lymphoma (CD20+, CD23+, CD5+, BCL2+, BCL6+, LEF1+,
Cyclin D1—, Ki-67 70 %) was diagnosed. At the same time,
the peripheral blood test and myelogram revealed an in-
creased absolute lymphocyte count and morphological
heterogeneity of lymphocytes with predominating same-
type small and medium-sized cells with rounded nuclei
as well as abnormal larger cells with irregular-shaped
nuclei and basophilic vacuolated cytoplasm. By flow cy-
tometry, the immunophenotype of tumor B-lymphocytes
corresponded to CDb5-positive mature B-cell lymphoid
tumor, mostly to B-CLL. According to the analysis of
the bone marrow core biopsy sample, morphological
pattern and immunophenotype of tumor cells (CD79+,
CD5+/-, CD23+, LEF1+, Ki-67 5 %) were consistent with
the diagnosis of B-cell small lymphocytic lymphoma/
B-CLL. So, based on the total of obtained data, patient
was diagnosed with small lymphocytic lymphoma/B-CLL
transformation into diffuse large B-cell lymphoma (Richter
syndrome) with a lesion in the right upper jugular lymph
node.
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AaHHbIX NauMeHTy Obln NOoCTaBNeH Cnefylolunin AMarHos:
TpaHcgopmaumsa MMM oMbl U3 Manbix numdountos/B-X/1J1
B AMddy3Hyto B-kKpynHOKNETOYHYO nuMdbomy (CMHAPOM
Puxtepa) c nopaxXeHWeM MpaBOro BEPXHErO SIPEMHOMO
nuMdaTMyecKoro ysna.

KJTKOYEBBIE CJZTOBA: numdoma 13 manbix uMgo-
LMTOB/XPOHNYECKNIA NUMPOLMTAPHbIN NeiKo3, CUH-
apom Puxtepa, guddysHaa B-kpynHokneToyHas
nnmdoma.
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BBEJAEHME

JudodysHasa B-kpynHokjaeTouyHas Jjumdoma ([ABKJI) —
CcaMblil paclpoCTpaHeHHbI BapUaHT HEXOMKKUHCKUX
JnrMdoM B3pocabIX. [IMk 3a6071€BaeMOCTH NPUXOAUTCS Ha
7-10 leKaJly >KU3HH, HECKOJIbKO 4allle 60JIel0T UL MyX-
ckoro noJa. [leppuiHoe nopakeHue KOCTHOI'0O MO3Ta U LIUp-
KyJISUsl ONYXO0JIEBBIX KJIETOK B NepudeprUyecKoil KpoBU
BCTpeyaloTcsl KpallHe pejko. 3aboJieBaHUWEe BO3HHKAeT
de novo 1160 pa3BUBaeTCs B pe3y/ibTaTe TpaHcpopMaluu
VHJI0JIeHTHBIX JJUMoM. OnyXo/ib MOKeT MPOUCXOAUTD U3
KJIETOK TepMHUHATUBHOro LeHTpa ¢osiukynoB (CD10+,
BCL6+, Mum1-) wiu uMeTb QEHOTUNl aKTUBUPOBAHHBIX
B-nmumdonurtos (CD10-, BCL6-/+, Mum1+, uukaux D1-).
Ha ocHOBaHMM 3KCIpeccuM HUMMYHOTMCTOXMMUYECKUX
MapkepoB CD10, BCL6 u Muml, ucnosnb3ys ajiroputm
XaHca, BblAenswT ABa noartumna JIBKJI: ¢ deHoTHnoOM
KJIeTOK repMuHaTuBHoro ueHtpa (GCB) u gpyrum de-
HotunoM (non-GCB) [1]. Ipu ABKJI npumepHo B 30 %
Cy4aeB MOXKET OINpeAesiTbcs TpaHcaokauus t(14;18)
(932;921) ¢ pudodysHo-doKkanbHON 3KCIpeccueil Geska
BCL2. [lpyruM 4YacTbIM LUTOreHETUYEeCKUM MapKepoM
IpU 3TOM BapHUaHTe JUMQPOM SABJSIOTCI TeHeTHYecKHe
aHOMaJIuU B peruoHe 3q27 ¢ yyacTueM oHKoreHa BCL6 [2].

B pepkux caydasax [ABKJI pa3BuBaeTca npu TpaHC-
dopMaLUu XpPOHUYECKOTro JHUMQPOLUTAPHOro JekHKo3a
(XJ11), uto mpencTaBiseT coboit Haubosiee HATJISAHBIN
NpUMep KJIOHAJbHON 3BOJIIOLUU MH/A0JEHTHON OMyX0JIH
B arpeccuMBHy. /laHHbIM $eHOMeH NoJyuyus Ha3BaHuUe
TpaHcdopmauuu Puxtepa, unu cuapoma Puxrtepa (CP)
[3, 4]. XJLJI/numpoma u3 Manbix suMmdonuton (JIMJI) —
B-k/1eTOYHOEe KJIOHaJIbHOE OIyxXoJieBoe 3aboJsieBaHMe,
naToreHes KOTOPOTO OIpefe/seTcss KOMIIJIEKCHbIM
MHOTOCTYIIEHYaThIM IpPOLECCOM, NMPUBOAALIMM K MaTo-
Jlornyeckoil TpaHcdopmauuu KJoHA B-numdonutos

[5-7]. B nmaTtoreHe3e pasBuTusg CP snexaT MexaHU3MBI,
KOTOpble BKJIKOYAIOT CJI0XKHble B3aUMO/JeHCTBUSI TeHeTH-
YeCKUX HapylleHUH, snureHeTHYeCKUX MoJUPUKaLUHN U
BOBJIeYeHHEe CTPOMaJbHbIX U UMMYHHBIX KJIETOK MUKpPO-
OKpy>keHUs onyxoJd. CP acconuupyeTcs ¢ arpecCHBHbIM
KJMHUYECKMM TedeHHeM U KpalHe He6JaronpusTHbIM
nporHo3owm [8, 9].

TpagupyoHHo puarHo3 CP ocHOBbIBaeTc Ha 3KC-
NepTHOM MaTOJI0r0-aHaTOMHUYECKOH olieHKe GUONCUIHOTr0
MaTepuasa. HecMoTps Ha BbICOKMe MOKa3aTesJU YyBCTBH-
TEeJbHOCTH U CNeluPUIHOCTH COBPEMEHHBIX JAHArHOCTH-
YeCKMX METOJI0B, YacTOTa OLIMOOYHBIX JUAarHO30B MOXKeT
pocturaTb 20 % [10]. [Tos1e3HBIM UHCTPYMEHTOM SIBJISIETCS
WCIOJIb30BaHHe MO3UTPOHHO-3MUCCUOHHOM TOMOrpaduu
¢ 18-¢Topaesokcuraokosoit (PAr-I13T), koTopas MoOKeT
BBISIB/JIATh Y4YacTKM C aKTHBHBIM IIOIVIOLIEHUEM paJHo-
¢dapmnpenapaTa. OfjHaKo Jaxke NPU GUOICHM ONYXO0JEeBbIX
y3JIOB [JIOCTOBEPHO pacrno3HaTb TpaHcopMalLyio He
Npe/iCTaB/seTCs] BO3MOXKHBIM; KpOMe TOr0, CYLeCTBYIOT
TaKXKe MeToJWYecKhe TPYLHOCTU NPU BbINOJHEHUHU NpH-
L[eJIbHOW GUOIICUY U MOJIy4YeHHUH 06pa3loB TKaHel [11, 12].
Besimka BepOSITHOCTb NOJIyYEHHUsI JIOXKHOTIOJIOKUTENbHbIX
pe3ynbTaToB y 6osibHbIX XJIJI mpu Haauyuu UHOEKIUH,
BbI3BAaHHBIX BUPYCOM NPOCTOro reprneca 1-ro v 2-ro TUNoOB
[13-15]. CnenyeT ckasathb, uTo CP guarHoctupyeTcs focTa-
TO4HO pesiko — Yy 2-10 % 6osbHbIX XJ1J1 [3, 4], a coob11eHuUA
0 ero o6HapyxeHuu B fie6toTe XJIJI B JOCTYNHON HaM JIUTe-
paType npakTuiecku He BcrpeuaroTcs. Tak, S. El Hussein u
COaBT. IPYU PeTPOCIEKTUBHOM aHa/M3e UCTOPUM 6osie3HU
142 nauueHTOB C noaTBepxxAeHHbIM CP oTMeTwau, 4TO
TOJIBKO ¥ OJJHOTO U3 HUX IIPU NIepBUYHOM 006C/1e/l0BaHUH B
JMMbaTHYeCKUX Y3/1ax ObLIU AUarHOCTUPOBAHbl OJHOBpe-
MeHHo XJIJI u Tpancdopmanus B JIBKJI [16].

B HacTosmel My6IMKalMu IpeiCTaBJeHO COOCTBEHHOE
KJIMHUYecKoe HabJtofileHre TpaHcpopManuu PuxTepa kak
MaHUdeCcTalMy BIiepBble AuarHocTupoBaHHoro XJ1J1.
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PET~WholeBodyLung (Adult)
CTWB 1.5 B31s

[anuent B., 1962 roga poxjeHus, obpatusicsa B HMUIL]
OHKOJIOTUM C JAUarHo3oM: HeXOJpKKHMHCKas JuMdoMa
HeyTOYHEHHOI0 UMMyHOdeHOTHIIa C MOpaKeHueM
MOAYEeNIOCTHOTO JHUMATHYeCKOro y3Ja clpaBa. bbla
FOCIIMTA/IM3UPOBAH B OTJe/IeH’he OHKOreMaTOJIOTUU JJId
YTOYHEHHUA JJUarHo3a U onpejesieHud TAKTUKU JIedeHHU .
[Ipy nocTymjieHuu o6liee COCTOSIHUE YAOBJIETBOPU-
TesibHoe. [Ipu QAC-IIOT (ckaHep — Siemens Biograph
Horizon 4R; paagnodapmnpenapar — 8F-¢pTopaesokcu-
[VIIOKO33; BBEeJleHHas aKTUBHOCTb — 227 MBK) omnpege-
Puc. 1. M3T-KT ¢ ®F-0Ar. Onpepensercs yBenuyeHve npasoro  JAeTCA FI/IHepMeTa6OJII/I‘{eCKaH aJieHonaTHuss BepXHEero

BEpXHero fPeMHOro numdpaTnieckoro ysna (13 x 11 Mm) c yposHeM  gpemMHOro JMMpaTHYeCcKoro ysja crnpasa (13 x 11 Mm,
HakonneHna metabonuyeckon aktmBHoctM SUVmax 20,3 (kpac- SUVmax 20,3) (puc. 1)

Hbli KBagpar)

[Ipu uccienoBaHuu 6uonTaTa AMMPaTUYECKOTO y31a
Fig. 1. ®F-FDG PET/CT. An increase of the right upper jugular lymphnode  MopdoJsioruyeckass KapTMHa U UMMYHOQEHOTHI Xapak-
(13 x 11 mm) with metabolic activity uptake SUVmax 20.3 (red square) TepHbI A JIBKJI (CD10+, CD20+, BCL2+, BCL6+).

a NewikouyutapHas hopmyna IP-coo6uieHus
Mapametp 3Hayenne  Ep. msm. LL UL NmdoLuTo3
NeiikouuTbl 16,68 x10%/n . _
Neiikoumntbl-WNR 16,68 x10%/n i ?l flemoros
NevikounTsl-WDF 16,95 x10%n i i
He#ntpodubl 5,96 x10%n : — B
NumchouunTsl 9,75 x10%/n : ‘I
MoHouuTbI 0,88 x10%n : -i—
03UHOMIbI 0,00 x10%n ® :

Bazotmbl 0,02 0% i
Hespenble rpaHynouutbl 0,07 x10%n : :
Heitpodhmnbl 35,7 % I, E
JinmchoumTe 58,5 % . @
MoHouuTbI 53 % -:— :
J03nHOhUNbI 0,0 % # :
bazodmnebl 0,1 % -{- : B
Hespenble rpaHynoLuThI 0,4 % : :
KauectBeHHas oueHKa HelTpocmnos : :
PeakTnBHOCTb HENTPOUIOB 46,0 FI -: E
I paHyNAPHOCTb HEATPOMNOB 153,6 S| H- !
KauecTBeHHas oueHka nMmdouuToB | |
[nasmatnyeckne Knetku 0,0 x10%/n I :
na3maTtnyeckmne KNeTkm 0,0 % ' :
PeakTuBHble AMMAOLNTBI 0,81 x10%n -f :
PeaktnBHble UM ounThbI 49 % -: :

Puc. 2. [laHHble o6Lero aHanmM3a KpoBu, NosydeHHble ¢ aHanusatopa Sysmex XN 1000:
A — KNeTouYHbI cocTaB; b — anarpamma nerikoumtapHoro npotuns (%): CMHUIN cekTop — hpakLmnsa NMMMAGOLMTOB, KpacHbI — hpakums HerTpodu-
OB, 3eM1eHbI — hpakuma MOHOLMTOB; B — gnarpamma paccenBaHma WDF: po30BbIii LBET — Nonynaunsa (MM oLmnToB (royobiM MyHKTUPHBLIM 3/1-
IMMNCOM Bblie/IeHa 30Ha aHOMasIbHbIX MMM OLIMTOB), GUPIO30BLIN — NOoNyNAUMs HeliTponnoB 1 6a30hnI0OB, 3e/1eHbIn — NOMYASLUMS MOHOLIMTOB
FI — nHTeHcuBHOCTL hntoopecueHumm; LL — HMXHASA rpaHmua; SI — nHTeHcMBHOCTb curHana; UL — BepxHasa rpaHmua; WDF — guddepeHuna-
UMS U NOACHET HETPOUNIOB, TMMGOLMTOB, MOHOLMUTOB 1 303MHOMUNIOB, BbISBASIOTCA aTUMUYHbIE KNETKU (HE3pesble rpaHyIoLmnTbl U aTUnuy-
Hble numcoumnTbl); WNR — nogcuet nelikountoB 1 guddepeHunanbHbii nogcyet 6a30guioB 1 94pocoaepXaLlmx 3puTpoLmToB.

Fig. 2. Complete blood count analyzed on Sysmex XN 1000:
A — blood cell composition; 5 — leukocyte profile diagram (%): blue sector — lymphocyte fraction, red sector — neutrophil fraction, green
sector — monocyte fraction; B — WDF scattering diagram: pink — lymphocyte population (the blue dashed ellipse highlights the zone of abnormal
lymphocytes), turquoise — neutrophil and basophil population, green — monocyte population
FI —fluorescence intensity; LL — lower limit; SI — signal intensity; UL — upper limit; WDF — differentiation and counting of neutrophils, lymphocytes,
monocytes, and eosinophils, atypical cells are present (immature granulocytes and atypical lymphocytes); WNR — leukocyte counting and
differential counting of basophils and nucleated erythrocytes.
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BoinmosiHeHa TpemnaHOGUONCUSA KOCTHOTO Mo3ra:
KOCTHBIM MO3I' THIepKJIETOYHbIH, NpejAcTaBJeH KJeT-
KaM{ BCeX TpeX POCTKOB KPOBETBOpPEHUs: Merakapuo-
LUTAapHbIM C HaJHU4YHWeM 3peJsblIX MHOTOsiZlepHbIX GopM,
3PUTPOUAHBIM C IpeobIaZilaHueM 3pesibix GOpM U IpaHy-
JonuTapHbIiM. OnpeensaoTcsl MHOXeCTBeHHble JuMdo-
WJiHble KJIETKU B BUJie TPYNIN U KJjacTepoB. [lo AaHHBIM
MMMYHOTMCTOXUMHUYECKOI'0 HCClefoBaHUs MopdoJoru-
yecKas KapTHHA U UMMYHOQEHOTHII ONyX0JeBbIX KJIETOK
(CD79+, CD5+/-, CD23+, LEF1+, Ki-67 5 %) B KocTHOM
Mo3re XapakTepHsl s B-XJ1J1/B-JIMJI.

B HMUL] oHKoOJIOTUY BBINOJIHEHEI ClIeJyoLide ucce-
JloBaHus: 06Uk aHanus kposu (OAK; Sysmex XN 1000,
fAnonusa), muenorpamma (Bio Vision, Micros, ABcTpus)
1 uMMyHodeHOoTUNUpOoBaHUe (MeTon 10-uBeTHON mpo-
TouyHOU wuutodaroopumerpur, Navios 10/3, Beckman
Coulter, CIIIA) acnupaTa KOCTHOrO MO3ra, NepecMOTp
TMCTOJIOTUYECKUX NpenapaToB TKaHU JUMGAaTHYECKOTo
y3a1a (c napaduHOBBIX 6JIOKOB ONepalMOHHOrO MaTe-
pyasia TOTOBUJIM CPe3bl TOMILHUHON 3-4 MKM U TPOBOJUIIU
MMMYHOTUCTOXUMHUYECKOe OKpallWBaHHEe B HMMMYHOTHU-
crocteiiHepe BenchMark ULTRA Ventana, CIIIA).

B OAK aHeMuu u TpoMOOLUTONEHUU HeT (re-
MOrJIO6UH — 142 r/n, aputpouutbl — 4,26 x 10'2/1,
TpoM6ouuThl — 184 x 10°/x1), ogHako ompejesseTcs
JIEUKOIIUTO3 C abCOJIIOTHBIM JIMUMQOIUTO30M: JIEeHKO-
uuthl — 16,68 x 10°/n1, numponutel — 58,5 %, HelTpo-
dunbl — 35,7 %, MoHouuTHl — 5,3 %, 6a30duasl — 0,1 %,
He3pesble rpaHyjouutsl — 0,4 %, oToGpakaeMble B
[P-coobueHusx ananusaTtopa (puc. 2, 4, 5). OTMedeHHbIe
VM3MeHeHHs HaI/IsiIHO NMPUCYTCTBYIOT M Ha AUarpaMme
pacceuBanuss WDF, Ha KoTopo#l BH3yaJH3UpyeTCA
yBeJMYeHHe MONyJAlUM JUMPOLUTOB C MOSABJIEHHEM
QHOMaJIbHBIX KJIETOK B BepxHel 06J1acTH AuarpaMMbl,
Haf «o6JakoM» JuMbouuToB (puc. 2, B).

[Ipy MHKPOCKONHMYECKOM HCCIeJJ0OBaHUM Ma3KOB
KpOBHM OTMeuaJjiacb Mopdosiorniyeckass HeoHOPOAHOCTb
JUMGOUAHON MOMyJAsLUU: Tpeobsafaid MeJKUe WU
cpeAHero pasMepa OAHOTUINHBbIe GOPMBbI C OKpPYIJIBIM
anpoM, pexe (5 %) BCcTpedanuch KJIeTKU 60Jiee KPYITHOTO
pa3Mepa c HelnpaBUJIbHON dopMoi saep, 6a30PpUIbHOH,
VMHOIZla BaKyOJIM3WPOBAaHHOM, LMUTOIJIAa3MOM U OTCYT-
CTBMeE KJIETOK IMTOJIM3a (puc. 3).

B MuesorpamMmme Ha GpoHe MOHUKEHHOH KJIETOYHOCTH,
Cy»KeHHsl TPAaHYJOLUTAPHOTO U 3PUTPOUJHOIO POCTKOB
KpPOBETBOPEHHS] OTMeYasoch yBeJUYeHHe COJepKaHUs
JUMPOUAHBIX 31eMeHTOB 10 38,8 % (B HopMe 4,3-13,7 %),
cpeZit KOTOpPbIX 00HApyKeHbl aHOMasibHbIE GpopMmel (7 %),
aHa/IOTUYHble KJeTKaM B Ma3kax MNepudepHyeckont
KpoBH (puc. 4). MerakaprolMTapHbIil POCTOK COXpPaHEH,
akTuBeH. TakM 06pa3oM, BbIsIBJeHHble MU3MeHEHUs B
OAK u MuenorpamMmme 60siee Bcero xapakTepHsl aJs XJIJ1
B cTaguu TpaHchopmauud. [logo6Hble Mopdosioruye-
CKMe MPOsIBJIEHUs ONHKCAHbl B INTepaType U NpenMylile-
CTBEHHO xapaKTepHbl Ajs CP [17, 18].

BrinosiHEHO LUTOMETpPHUYECKOe HCCIeloBaHUE JINM-
$ouHBIX KJIEeTOK KOCTHOIO MO3ra MeTO/A0M NPOTOYHOMU
UUTO(PIIOOPUMETPUM C NPUMeHEHHeM MaHeJIu MOHO-
KJOHAJbHBIX aHTUTeN A JuMdonposrdepaTUBHBIX
3a60s1eBaHUM. ToueyHble rpad UK 3KCIIPECCHH OCHOBHBIX
onpeze/s0IUX MapkepoB NpeACcTaBeHbl Ha puc. 5.

Pe3syabTaThl MMMyHOQEHOTHMIIMPOBAHUS IO COBO-
KYMHOCTH 3KCIIpecCMd MapKepoB CBUJETeJbCTBYIOT O
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Puc. 3. Nepudchepunyeckas kpoBb. TpaHchopMauunsa Puxtepa npu XJ1J1:
A — HeusMeHeHHble numdountbl; 5, B — KpynHble AMMAOUUTHI
C fApaMun HenpaBuabHOW hopMbl, 6a30UbHOM BaKyonnsanpoBaH-
Holi umTonnasmoi. Okpacka no MNannexreiimy—Kptokosy, x1000

Fig. 3. Peripheral blood. Richter transformation in CLL:
A — unmodified lymphocytes; b, B — large lymphocytes with irregular-
shaped nuclei and basophilic vacuolated cytoplasm. Papenheim-
Kryukov stain, xX1000

Hanuyuu CD5-nosuTuBHOM B-3pesnokneTouyHoit aumdo-
WJHOW ONyXO0JH, T. €. MOHOKJIOHaJIbHasA nposudepanus
B-num¢ouurtos (CD19k+/CD5+/CD23+/CD10-/CD20-/
CD22+/CD38-/CD200+/FMC7) 6osiee Bcero COOTBET-
ctByet XJUI/JIMJL Ilo gaHHBIM psiia aBTOPOB, yTpara
akcnpeccun CD20 omyxosieBbIMU B-kieTkaMu 6e3 npej-
LIeCTBYIOIlel Tepanud PUTYKCUMabOM MOXKET CJIY>KUTb
npusHakoM TpaHcpopmanuu B JBKJI [19].
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Puc. 4. KocTtHbI Mo3r. TpaHcdopmauusa Puxtepa npu XJ1J/T:
A — manble numdoumnTbl; b, B — aHoOManbHble MMM OLMUTBI C Henpa-
BUbHON hopMoit aaep, 6a30nIbHON BaKyoIM3NPOBaHHOW LUTO-
nna3smoi. Okpacka no ManneHreinmy—Kptokosy, x1000

Fig. 4. Bone marrow. Richter transformation in CLL:
A — small lymphocytes; b, B — abnormal lymphocytes with irregular-
shaped nuclei and basophilic vacuolated cytoplasm. Papenheim-
Kryukov stain, x1000

K/TMHNYECKAA OHKOTEMATO/ON 4

[Ipy rUCTOJIOTMYECKOM MCCJIeJOBAaHUU OIyX0JEBOM
TKaHU OTMevaJloCh IT0JIHOe CTUPaHue CTPYKTYpbl IUMda-
THUYeCKOro y3J1a BciaecTBUe Auddy3Hol npoandepanuu
KpYIHBIX, UHOIJa NOJUMOPQHBIX, ONYX0JIEBbIX KJIETOK
(puc. 6).

[Ip¥ UMMYHOT'MCTOXMMHUY€ECKOM HCCJIe/J0BaHUH BbISAB-
JIeHbl U3MeHeHUs B ONyX0JIeBbIX KJIEeTKaX, XapaKTepHble
ans CP: CD20-, CD23- u CD5-no3uTuBHasi MeMbpaHHas
peakuusi, BCL2-no3uTuBHasA LUTOIJIa3MaTU4ecKas pe-
akuud, BCL6- u LEF1-no3uTuBHaA sjepHasd peakLus, a
TaKXXe BbICOKas NpoJindepaTUBHAs aKTUBHOCTb Ki-67 B
70 % ajep OomyxoJieBbIX KJIeTOK B oTindue oT XJUJI, npu
koTopoM HUHJeKC Ki-67 06bIYHO HEBBICOKUH U COCTABJISIET
5-15 % (puc. 7).

TakuM 06pa3oM, IpHU MOBTOPHOM THCTOJIOTUYECKOM
vccne0BaHUM OuonTaTa JUMQPATHYeCKOro ysjaa Mop-
dosiornyeckas KapTHHa U UMMYHOQEHOTHUIT ONYX0J1€BbIX
kjetok (CD20+, CD23+, CD5+, BCL2+, BCL6+, LEF1+,
nukauH D1-, Ki-67 < 70 %) xapakrtepHbl gasa JIBKJI,
TpaHcdopMupoBaHHO# us XJIJI (cungpom PuxTepa).

OBCYXAEHUE

[IporpeccupoBaHue 3abo0JieBaHUsl, PeLUJUBBI U pe3u-
CTEHTHOCTb K IPOBOAUMOM IPOTHBOOIYX0JIeBOU Tepanuu
B OOJIbIIMHCTBE 3JI0KAaYeCTBEHHbIX HOBOOOpA30BaHUM
onpezessieT Takoe UX PpyHJaMeHTalbHOe CBOMCTBO, KakK
KJIOHa/bHas 3BoJionus [20-23]. HauboJsiee ipkuM npu-
MepoM KJIOHaJIbHOM 3BOJIIOLIMM, KOTOpas MpOsiBJsSeTCS
TUCTOJIOTUYEeCKUMHU U3MeHEeHUsIMHY, CBI3aHHBIMU C 6oJiee
arpeccUBHbIM OIYyX0JIEBBIM NPOLECCOM, AABJISETCS TPaHC-
dopmarnusa XJUJI B IBKJI (cunapom Puxtepa) [23].

HecMoOTpsi Ha CXOJHY T'MCTOJIOTHUYECKYI KapTHHY,
MPOTHO3 OTAaJIeHHOW BBIKMBaeMOCTH U ucxon npu CP
3HAYUTEJbHO ycTymawT TakoBbIM npu JIBKJI de novo.
B pszme uccieoBaHUN NMOKasaHbl KJIOYeBble Pa3INuUs
MeX/Jy 3TUMHU [IBYMsl ONyXoJsiMU [23-27]. YcTaHOBJIEHO,
yto CP oTinuyaeTrcs u oT arpeccuBHoM ¢opmbl XJIJ
MosIBJIeHHWEeM AaKTHUBHBIX IeHTPOB Mposudepanyd BoO
BTOPUYHBIX TUMPOUAHBIX opraHax [10, 28, 29].

WMeromuecs B [JOCTYNHOM HAy4yHOH JMTepaType
JlaHHbIe He T03BOJIAIOT 0HO3HA4YHO OIpe/ieINTh NPOHUC-
xoxJeHue kyeTok CP. HeusBecTHO, BO3HUKAIOT JIU OHHU
B MHUKPOOKpPY>XeHUU Mposudepupymoiieil sumMmdonsHon
TKaHU U3 CTBOJIOBBIX KJeTOK XJIJI UM U3 HeaKTUBHOIO
paHHero kJyoHa XJUJI. [Io MHeHUIO psiia aBTOPOB, KJIETKHU
CP ABAsIIOTCS NOTOMKAaMM YKe CYLeCTBYIOLIUMX U COoZep-
JKallUXCS B [UPKyAupyoleM mnyse kaetok XJJ1 [30, 31].
[IpepnonaraloT Takxe, 4yTo y naypueHToB ¢ XJIJI moryT
BCTpeyYaThCsl He6oJIbllINe CyOKI0HBI, NOL00HbIE KIeTKaM
CP, yTo BHmOC/JIEACTBUM MOXeT IMPHUBECTH K TpaHcop-
MallMM, B YaCTHOCTH, NP c60sX B UMMYyHHOM HaZ30pe,
NPy oONpeJieJleHHbIX TepaneBTUYeCKUX BO3JeNCTBUAX
WJIA JOTIOJIHUTE/NbHbIX TeHEeTUYeCKUX JIN00 3MUTreHeTH-
YeCcKHUX HapyuleHusx [32].

OnucaHHOe HabJIO/leHUe MpefCTaBJsieT KJIWHUYe-
CKUHM MHTepec U pacmiupseT 3HaHuA o CP, MoCKoIbKY OH
6Bl ycTaHOBJIeH ofHOBpeMeHHO ¢ XJLJI. [lanueHT paHee
He obparascs 3a MeJULMHCKOM OMOI1IbIO, He OTMedaJl y
ce6s KaKUx-JI160 NMOA03pUTEbHBIX CUMITOMOB. B cBA3U
C 3TUM 0COOYI0 BaXKHOCTb MpPHOOGpPEeTaeT KOMIJIEKCHbIN
MOAX0J K M3Y4YeHHUIO NPUPOAbI JaHHOTO 3aboJieBaHMUS.
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Puc. 5. IMMyHOheHOTUNMpOBaHNne NMMAONAHBIX KNETOK METOAOM MPOTOYHON LIMTOIIOOPUMETPUN (KOCTHBIN MO3r). (A—M) ToueuyHble
rpacukm 3KCNpPeccun OCHOBHbIX ONpPeAensioLnX MapkepoB. KpacHbiM LiIBETOM BblAen1eHa nonynauns onyxonesbix B-numdounTos, cu-
HUM — nonynaunsa B-nnmdountos 6e3 abeppaHTHOro MMyHOMEeHOTUNA

Fig. 5. Immunophenotyping of lymphoid cells by flow cytometry (bone marrow). (A—/) Dot plots showing the expression of the key defining
markers. The population of tumor B-lymphocytes is highlighted in red, the population of B-lymphocytes without aberrant immunopheno-
type is highlighted in blue

Puc. 6. Onyxonb numMmdatnyeckoro ysna. MonHoe ctupaHue CTpyk-
Typbl nuMdaTM4eckoro ysna scneactane amddysHon nponnde-
pauMmn KpynHblX, MHOrAa MOMMMOPMHBLIX, OMYyXOMEBbIX K/ETOK.
Okpacka reMaToKCUIMHOM 1 3031MHOM, X400

Fig. 6. Lymph node tumor. Complete destruction of the lymph node
structure due to the diffuse proliferation of large, sometimes poly-

morphic, tumor cells. H&E stain, x400
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Puc. 7. UMMyHOr1CTOXMMMYECKOE UCC/IefoBaHne NMMaTM4ecKoro yana:

— andppysHasa membpaHHas peakuus ¢ CD23 B ony-

5

XO/MEBbIX KMeTkax; B — BblpaxeHHasa anddy3Has memOpaHHasa peakums ¢ CD5 B onyxoneBbIX K/eTKax;

A — BblpaxeHHas anddysHas membpaHHasa peakunsa ¢ CD20 B onyxonesbIx KneTkax;

" — unTonnasmartnyeckas peakuna

— apepHasn peakumsa ¢ BCL6 B onyxoneBbIx kneTkax; E — nponudepatnsHasa akTuBHocTb Ki-67 B 70 % spep

)

A

— nonoxwutenbHasa agepHasa peakumsa ¢ LEF1 B onyxoneBbix knetkax; 3 — oTCyTCTBME 3KCnpeccun umknuHa D1 B ony-

c BCL2 B onyxoneBblix KneTkax;

XK

- x200;

OonyxoneBblX KNeToK;

—3) x400

4

X0/feBbIX Knetkax. (A

Fig. 7. Immunohistochemical analysis of the lymph node:

; B— pronounced

/1 — nuclear reaction with BCL6 in tumor

XK — positive nuclear reaction with LEF1 in tumor cells; 3 — absence of Cyclin D1

— pronounced diffuse membrane reaction with CD20 in tumor cells; 5 — diffuse membrane reaction with CD23 in tumor cells

diffuse membrane reaction with CD5 in tumor cells;

A

— cytoplasmic reaction with BCL2 in tumor cells;

r

cells; E — proliferative Ki-67 activity in 70 % of tumor cell nuclei;

expression in tumor cells. (A—) x200; (4-3) x400

)
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AHanu3 MeToAOB J1abOPAaTOPHOW U MUHCTPYMEHTaJbHOMN
JMarHOCTUKU B COBOKYITHOCTH C KJIMHUYECKHMMU ITpOosiBJIe-
HUSMH, a TaKXKe MMMyHOQEeHOTUNINYeCcKHe 0CO6eHHOCTH,
XapaKTepHble [ TpaHchopMauuu Puxrtepa, MoryT
MOBBICUTb 3 PEKTUBHOCTb IKCIEPTHOMN OLIEHKU JaHHOMU
NaToJIOTMM U IOMOYb B CBOEBPEMEHHOM BbISIBJIEHUH Ta-
1reHToB ¢ CP. 3To ype3BbIYaliHO BaXKHO, yYUThIBasA 6oJiee
He6JIaronpusATHbIA NPOrHO3 NpU 3TOM 3ab60JieBaHUU B
cpaBHeHuu c [IBKJI de novo.

3AK/TIIOMEHUE

Oco6eHHOCTbIO ONTMCAaHHOTO KJIMHUYECKOI0 HabJ1t0jeHUs
ABJIeTCA NepBUYHad guardHoctuka B-XJIJI npu uccaeno-
BaHMU KOCTHOTO MO3ra MeTOJaMH NPOTOYHOM LUTOMe-
TPUH, CBETOBOM MUKPOCKOIIMH, a TaK)Ke UHTeplpeTal U
MOPPOMMMYHOTUCTOXUMHUYECKUX NTapaMeTpOB Ha 3Talle
TpaHchopmauuu B AuUbPy3HYH B-KpynHOKIETOYHYIO
auméomy. OmnpepesisieMble NpU OGUONCUU JUMbaTHUe-
cKoro ysia MopdoJsioruieckie U HMMyHOQPEHOTUIU-
yecKUe XapaKTEepPUCTHUKHU OIyXoJeBblX kJeTok (CD20+,
CD23+, CD5+, BCL2+, BCL6+, LEF1+, uukaun D1-, Ki-67
70 %) no3BOJNJIM NOATBEPAUTH CUHpPOM PuxTepa.
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