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PE®EPAT

Bupyc SnwreiHa—bapp (B3B) aBngeTcsa WmMpoko pacnpo-
CTpaHeHHbIM 1 BbigBnsetca y 90-95 % B3pocnoro Hacene-
HWS. Ero peaktnBaums B yCNOBUAX UMMyHOAedULMTA HaCcTO
NPMBOAMUT K K/TOHaNbHOW TpaHcdhopmauun B-numdoumTos,
pas3Butuio B-kneTouHbIx nuMmdgonponndepaTmBHbiX 3a60-
neBaHuii (JIM3) n B-kneTo4Hbix numd oM. B 10 xe Bpems
B cTpaHax CeBepo-BocTouHol 1 BocTtouHoi Asun, JlaTuH-
CKOW AMepuKKM Yy naunmeHToB 6e3 BbIAB/IEHHOTO WMMYHO-
peduumnTta onucaHbl cnyvan pas3BUTUS T-KIETOYHbIX NUM-
donponudepatnBHbiX 3aboneBaHWn, CBS3aHHbIX C BOB.
B HacTodwer paboTe NpeactaBneHo peakoe HabageHme
cuctemHoro T-J1M3, accoummpoBaHHoro ¢ BOb, npoTekato-
ero ¢ numdcageHonaTnen, cnneHoMeraamen B coyetaHmnm
C OCTpPOIi hOPMOW ayTOMMMYHHOW reMOIMTUYECKOM aHEMUN
Y MY>X4MHbI €BPOMNeouaHON packbl. KOMMAEKCHbIM aHanus
aHaMHeCTU4YeCKnx, NatoMopdoornyeckmnx u nadopaTop-
HbIX JaHHbIX N03BONWU AnddhepeHumpoBaTb JaHHoe 3a60-
neBaHue ¢ T-KNeTo4Ho NMMc oMo 1 BbibpaTb 0O0CHOBAH-
HYIO TaKTUKY BEAEeHUs naymeHTa.

KnioueBble cnosa: numconponmgepatneHoe 3a6o-
neBaHune, BUpyc dnwTreiiHa—bapp, BaB+ T-J1M3, aun-
arHocTrka, natomopoaorus.
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Systemic T-Cell Lymphoproliferative
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ABSTRACT

Epstein-Barr virus (EBV) is ubiquitous, being identified in
90-95 % of adults. Its reactivation in immunodeficiency con-
ditions often leads to clonal transformation of B-lymphocytes
and development of B-cell lymphoproliferative diseases
(LPD) and B-cell lymphomas. At the same time, in the coun-
tries of North-East and East Asia, as well as Latin America,
non-immunocompromised patients sometimes demonstrate
the development of EBV-associated T-cell lymphoprolif-
erative diseases. The present paper reports a rare case
of EBV-associated systemic T-LPD with lymphadenopathy,
splenomegaly as well as acute autoimmune hemolytic ane-
mia in @ man of Caucasian race. Complex analysis of anam-
nestic, pathomorphological, and laboratory data allowed to
distinguish this disease from T-cell ymphoma and choose
the appropriate patient management strategy.
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BBEJEHME

Bupyc 3nutetina—Bapp (B3B) sBisieTcs mupoko pac-
NpPOCTPAaHEHHBIM INpeJCTaBUTesNeM Y-TepIecBUPYCOB,
KOTOpbIM HHOULMpoBaHO 90-95 % B3pocsoro Hace-
JseHus 3emuu [1, 2]. Bosabliasg 4yacThb JeTedl NEPEHOCUT
nepBUYHYI0 HHeKI M0 6ecCMMIITOMHO. B 60J1ee mo3aHeM
BO3pacTe, KaK NPaBUJIO, pa3BHUBaeTCs KJIMHHUYecKasl Kap-
THHA UHPEKIMOHHOTO MOHOHYKJIeo3a [2, 3]. [Ipu aToMm
BHE 3aBUCUMOCTH OT HAJIM4YMs KJIMHUYECKUX IPOsIBJIeHU N
nepBUYHON UHPEKIUU Yy BceX MHPUIIMpoBaHHBIX BIB oT-
MeyaeTcs MOXKU3HEHHOe 6eCCUMITOMHOE HOCUTEJIbCTBO
aToro BUpyca B-kyeTkamu namaTi [1, 4, 5].

CoxpaHenue BOB B KieTKax-HOCUTeNSAX [pHU
JIaTeHTHOM MHQEeKIHUU CBA3aHO C MeXaHU3MOM Iofa-
BJIEHUS SKCIIPECCUM YaCTH IeHOMa BHUPYCa, YTO IO3BO-
JIsleT eMy YCKOJIb3aTbh OT MMMYHHOI'0 OTBeTa. BbijensaoT
6 apepHbix aHTureHos (EBNA1, -2, -34A, -3B, -3C u LP),
3 UHTerpajbHbIX JIATEHTHbIX MeMOpaHHbIX 6esika (LMP1,
-2A, -2B), 2 xogupyembix Bupycom PHK (EBER1, EBER2).
Ha ocHoBaHuM npoduis 3KCIpeccuu reHoB BbIAEJSIOT
0, I, Il u III Tunsl slaTeHTHOCTH [1, 4]. B mokosmuxcs
B-kjleTkax NaMATH BBISABASETCA TOJbKO 3KCIPeccHUs
Masnbix PHK EBER (s1atenTHoCcTb O Tuna) [4]. [Ipu akTu-
Bauuu B3b+ B-kyieTok 1 uX lanbHelel npoandepanuu
NpoUCXOAUT peakTuBanus BIb c akcnipeccueit fononHu-
TeJIbHbIX TeHOB. /l/1s1 UL, C COXpPaHHBIM UMMYHHUTETOM
xapakTepHbl | u Il (EBNA2-) Tumnbsl JJaATEHTHOCTH, [
aur, ¢ uMmmyHogedunurom — III Tun (EBNA2+) [1, 4, 5].
TakuM 06pa3oM, METO/LOM XPOMOTI'eHHON TUOPUJU3al U
in situ Bo Bcex BOB-uHPUUIMpPOBaHHbBIX KJIETKax BHe 3a-
BUCHUMOCTH OT THUIA JIATEHTHOCTH MOXXHO OOHApY>XHUTb
EBER, uTo gBisieTcs HauboJsiee HaZ|eXKHbIM MapKepoM
B3b-undexuuu.

Ha npoTs:keHHMH J0JIrOT0 BpeMeHU U3BECTHO OHKO-
reHHoe TpaHcopmupywilee geiictBue B3b Ha undpunu-
pOBaHHbIE 3NUTEJIUOLUTDI, aKTUBUPOBaHHble B-KjeTku.
C 5TMM CBOHCTBOM BHpyca CBsI3aHa ero OHKOIeHHas
posib B natoreHese B-k/eTOYHBIX JIMMQOM, TaKUX KakK
aumboma Bepkutta, BIB+ auddysHas B-kpynHokJe-
ToyHas JuMPoMa, 1uMpoMa X0AKKHHA, IIa3M0o6J1acTHas
aumdoMa, nmepBUYHasA JUMPOMa CEPO3HBIX IMOJIOCTEH,
IndodysHasa B-kpynHokeToyHas JuMPoMa, CBA3aHHas C
XpPOHHUYECKUM BocnajieHueM [5, 6].

Hapsay co 3/710kauecTBeHHBIMU JUMPOMaMHU Bbljle-
JISIIOT 60JIbIIYI0 Tpynny B-kaeTouHbIx suMdonposnde-
paTuBHbIX 3a6osieBaHuM (B-JI[13), accouuupoBaHHBIX
¢ B3B, pasBuBawiuxcsad Ha ¢oHe MepBUYHBIX U IpU-
00peTeHHbIX UMMYHOZEePUIIUTHBIX COCTOSHUH, B T. 4.
nocsje TpaHCIJIAHTALlUM OPraHoB (Tak HasblBaeMble
NOCTTPaHCIJIaHTALMOHHble JHUM$onpoaudepaTUBHbIE
3abosieBanus — I[IJI[I3) u Ha ¢done BUYU-undekiuu.
B ocHoBe JaHHBbIX 3a00JieBaHUM JIEXKUT KJOHAJbHas
TpaHcbopmauuss  BIB-uHOUIMPOBAHHBIX  HAUBHBIX
B-kseTok U B-kJjleTOk maMsATH NOCJe UX aKTUBALlUU U
ux HeapdeKTHBHAsA 3JIMMHHALUSA LUTOTOKCHYECKUMU
B3b-cnenuduunbiMu T-KJeTKaMU BCAEJCTBUE HMMY-
HofebunuTa [5, 7-9]. dnuTesuouuTsl U B-numMmdoruTsl
ABJIAIOTCA OCHOBHBIMU KJIeTKaMU-MulleHAMU BIb, me-
XaHU3M UX UHQUIUPOBAHUsS NOAPOGHO U3yvyeH. OjHaKoO
Jl0 CUX IOp OCTaeTCsl HesICHBbIM, KaK BUPYC IPOHUKAET B
T-knetku [5, 6, 10].

KTMHNYECKAA OHKOTEMATO/TON 4

Ta6nuua 1. MNMepeyveHb B3B-accoummpoBaHHbIX T- 1 B-kKneTouHbIx
numcom 1 numconponudepatTMBHbIX 3ab60/1€BaHNIA, COrTacHo
Knaccudmkaumm onyxosneii KpOBETBOPHON 1 NMMMONAHON TKaHen
BO3-2017 (umr. no [11))

B-knetoyHble nuMd oMbl

B-/N3

Jlnmchoma BepkutTa
lMnasmobnactHas numdoma

B3b+ andhdhysHas B-kpynHokne-
TOYHas numdoma

B3b+ MykokyTaHHas A3Ba
JNlumdomaTonaHbIi rpaHynemaros

B3b+ MMJ1M3, nonmmopdHokne-
TOYHbIA BapUaHT

B3b+ MJ1N3, moHoMoOphHOKE-
TOYHbIA BapUaHT

nnan3

MepBuyHas numMdoma ceposHbIx
nonocreu

[udphy3sHas B-kpynHoknetoyHas
AMmdoma, cB3aHHas
C XPOHUYECKNM BOCMANIEHNEM

T/NK-kneTo4Hble numMmc oMbl

T/NK-kneto4Has aumdoma XpoHuyeckasi akTueHas BIb-uH-
Ha3anbHOro TMna thekuns T- n NK-knetoyHoro tuna:
ArpeccusHblii NK-kneToyHoi ® CucremHas chopma
neiiko3s ® KoxHasi hopma:
CucrtemHas T-knetoyHasi aumcoma 1) nopno6Has CBETOBOI ocne
B3b+ neTckoro Bo3pacta baseHa:
MepsuuHas BIb+ HofanbHas — KNaccuyeckoe Teyexne
T-nnn NK-knetoyHas numdoma — TAXenoe Te4eHme
noAo6Has TAXeNon anneprum
Ha YKyC MOCKMTa
Knaccuyeckas numcoma Knaccuyeckas numcoma
XOOKKNHA XopxkuHa B pamkax IMJ1MN3
B3b — Bupyc dnwreitha—bapp; MJ1MN3 — nocTTpaHcnnaHTaLnoHHoe
numdonponudepatuHoe 3a6onesanue; JIN3 — numconponudepatmsHoe
3abo0neBaHue.

T-N3

2

B To ke Bpemsa cyuwectByeT crnekTtp B3b-accouuu-
poBaHHbIX T/NK-KJieTOUHBbIX HeoIsa3ui, a uMeHHo: T/
NK-ksieTouHas 1MM$oMa Ha3aIbHOT'0 TUIIA, arPeCCUBHbIN
NK-kseTouHo# Jieliko3 u nepBuuHass BIb+ HopanbHasg
T- unu NK-ksneTouHast iuMdoMa, BiepBble Bbl/leJIeHHas B
kJaccudrkanuu BceMupHo# opraHusanuu 37paBooxpa-
HeHud (BO3) 2017 r. [11].

Crnexktp T- u B-kseTo4yHbIX JuMboM U JUMOIpO-
audepaTUBHBIX 3a060JieBaHUM, CBsi3aHHbIX ¢ BIB, mpen-
cTaBJjieH B TabJ1. 1.

B oraumune ot B3Bb+ B-JIII3 onwucaHHble ciay4dau
B3B-accouuupoBaHHbIX T-KJeTOUHbIX JuMbonpoande-
paTtuBHbIX 3aboseBaHuit (B3b+ T-JIII3) BbIABAAIOTCA Y
NalMeHTOB 6e3 IBHOTO UMMYyHoepuiuTa (Kak IpaBUJIo,
y ZileTell 1 MOJIOZbIX B3POC/bIX) KaK NpPOsiBJeHUe XPOHU-
yeckot akTuBHOU B3B-undekinuu (chronic active EBV
infection, CAEBV) [11-13]. Hau6oJiblliee 4ucio cay4yaeB
CAEBV u B3b+ T-JIII3 peructpupyetcs B cTpaHax Boc-
TouyHOU A3um [4, 11]. HecMoTpss Ha pefKOCTb JaHHOU
HO30JIOTUM B €BpPONEeNCKUX CTpaHaX CpeAu B3pOCJOro
HaceJleHus], ClleliMa/IMCTaM pa3Horo npoduJs, B T. 4. Te-
MaToJIoraM U OHKOJIOI'aM, BaXKHO UMeTb IIpe/iCTaBJIeHHE O
ee BO3MOXXHBIX KJIMHUYECKUX NTPOSIBJEHUAX U HEOOX0AU-
MOCTH JMHAaMHUYeCKOro HabJl0JeHUsl C y4eTOM BbICOKOI0
pucka pa3BUTHUs T-KJeTOUHBIX TUMGOM U JPYTUX yrpo-
JKAIOIIUX )KU3HU OCJIOXKHEHUU B Hcxo/ie 3a6oJieBaHus [14,
15]. B npakTuke maTosioroaHaroma caydau B3b+ T-JII13
MOTYT BbI3bIBATb 3HAUYMUTEJbHble TPYAHOCTHU B HHTEP-
npetanud MopQoJIOrM4ecKUX U MMMYHOTHCTOXMMUYe-
CKMX JaHHbIX Npu AuddepeHMaTbHON AUArHOCTHKE C
T-k/1€TOYHBIMU JIMMOMaMu. 3HaHHe JaHHOM NaTOJ0TUU
r“MeeT 60JIblIOe 3HaUYeHMe /11 BepudUKaLMK JMardosa u
onpezie/ieHUs] TAKTUKU JIedeHHUs.
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KNUHUYECKOE HABTIOAEHUE

[Manuent H., 54 roga, B Mae 2020 r. nepeHec HOBYIO KO-
POHABUPYCHYIO UHOEKIUIO ¢ TsKesbIM TedyeHueM (60 %
nopaxkeHus jierkux). C 15.02.2021 r. oTMeTuJ1 BHe3amHoe
NOsIBJIeHHe 3PpUTEeMATO3HOM TreHepaJM30BaHHOM ChINH,
perpeccupoBaBlleld Ha poHe TepanuU NpeJHHU30J0HOM
B TeueHue 4 aHeit (30-60 mr/cyT). Yepe3 5 aHelt mos-
BWJIaCh apTpaJ/rus, juxopagka o 38-40 °C u 6bIcTpo
HapacTawuias caaboctb. [ocnutanusupoBaH 23.02.21
B MHQEKIMOHHY0 OOJIbHUILY C JHUarHO30M «JIMXOpajKa
HesICHOTO TreHe3a», IJe Oblla BblsBJIeHAa aHeMHUs Ts-
JKeJIol cTeneHU (remoryio6uH 66 r/n). llpu KT opraHos
TPYAHOM KJIETKU W OPIOIIHOM MOJIOCTU OOHAapy»KeHbI
yBeJMYeHHble JuMdaTHyeckue y3/bl (MaKCHMaJbHO
o 18 MM B JjuaMeTpe) C HaKOMJeHUEeM KOHTPACTHOIO
BellecTBa U crieHoMeranusa (150 x 50 x 78 mm). Ilpu
onpezie/IeHUH I'PYINIbl KPOBU — NaHarIlOTHHALUSA 3PU-
TpouuToB. C noJ03peHreM Ha 1uMbonpoairdepaTuBHOe
3aboJsieBaHUe OOJIBHOM IepeBesleH B OHKOJMCIAHCep,
rfe B 6uonTarte 1eiHOro JuM$aTUIECKOro ysaa obHa-
PY>KeHbl «peaKTHBHble HW3MeHeHUs». JleyeHue c 25.02
no 04.03.21: nexkcameTta3oH 20-40 mr/cyT B/B, UMMYHO-
r1o6ynuH 12 1, my/nbc-Tepanus MeTHJ/NpPeSHHU30J0HOM
500 mr/cyT, TpaHcdy3UU IPUTPOLUTAPHON B3BECH IO
WHAWBHUAYaJbHOMY NoA60opy — 6e3 a¢pdekTa, 32 UCKIIIO-
YyeHHeM yMeHbllleHUs] pa3MepoB JUMPaTUUYECKUX Y3JI0B.
JlabopaTopHble NMoKa3aTeJau He UMeJH MOJIOKUTEeNbHOU
JUHAMUKHU: reMorsiobuH — 50-60 r/j, OTCyTCTBUE pe-
tukyaouutosa (0,7 %), neikonutsl — 11-15 x 10°/n1 3a
cdeT 3pesibix HelTpoduaos (7o 80 %), TPOMOOUUTHI —
350-450 x 10°/x, nakrataerugporenaza — 925 EJl/n,
HEKOH'bIOTUPOBaHHasl THMIepOUIMpyOrMHeMusi, B 2 pasa
npeBbllIapLasi HOpMy. B nepudepryeckoil KpoBU BbISAB-
ssuinch JIHK BB (4,24 konuii/10° KJIeTOK) U aHTUTeJA K
kancuaHomy antureny VCA EBV (IgG).

B kpaliHe TS)KeJIOM COCTOSIHWM, OOYCJ0BJIEHHOM
HEeKyMUPyeMbIM aHeMU4YecKuM cuuapomom, 05.03.2021 r.
6osibHOU Obl1 mnepeBeseH B ®PI'BY «HMMUIL remaro-
Jorun» MuHszapaBa Poccun. IlanueHTy BbllOJIHEHA
TpenaHoOGMOICHS KOCTHOI'O MO3ra, ObIJIN TOATBEPK/ eHbI
JlabopaTopHble NIPHU3HAKKU reMoJIN3a, OllpejiesieHa MoJI0-
JKUTeJbHas npsMas npoba Kym6ca B pasBeseHun 1:128,
a TaKXXe MOJIOKUTeJbHas HenpsiMas npob6a Kymb6ca 6e3
YCTAaHOBJIEHHOHN cleluPUUHOCTH aHTUTeJ. ToJbKO NpH
reHOTUNIMPOBAaHUU YyJaJoCh BepUPULUPOBATH TPYIITY
KPOBH U pe3yc-NpUHA/JIeKHOCTb 3pUTPOLIUTOB 60JbHOT0
Y OCYLIeCTBUTb ONTUMaJIbHBIN 0A60p 2 JOHOPOB.

B acnupaTe KOCTHOrOo MoO3ra: 3pUTPOUJHBIN
poctok — 1,2 %, o6llee KOJUYECTBO JHUMQPOUIHBIX
KjaeTok — 15,8 %, mi1asmMaTuyeckux kiaetok — 1,2 %.
B TpenaHo6uonTaTe — pas/pakeHHe KpPacHOro pOCTKa.
Jedunyra ryMopasbHOTO UMMYHUTETA 110 TPEM KJaccaM
VMMYHOTJIOOy/IMHA He BbIsSIBJIeHO. B KpoBU o TBepK/eHa
perkanuss JIHK B3B 5811 komwmii/10° knetok. JHK
napBoBupyca B19 B KOCTHOM M03re He 0GHapyXKeHa.

Nleyenne

C MoMeHTa NOCTYNJeHUs Tepanus IJIIOKOKOPTU-
koctepousamu ([KC) oTmeHeHa. B TeueHHe mepBBIX
4 f[Hel TNPOBOAMWJIMCH e€XeJHEBHble TPaHCPY3UU 3pH-
TponutapHoit maccel 0(I) Rh(-). OgHako B CBfI3U € UX
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HeadPEeKTUBHOCTbIO M a/JIOUMMYyHHU3alMell Ha ¢oHe
NpeJLIecTBYOIIUX MaCCUBHBIX TpaHchysuit (> 20 fo03)
Y JOCTATOYHOM aZlalTUPOBAHHOCTU GOJIBHOT'O K KOHILIeH-
TpaLuu reMorjio6uHa 50 r/J oT JajbHEeHIIUX TeMOTPaHC-
dy3uil pellieHO BO3/ePKATHCS.

OcTphIii reMoOJIM3 B COYeTaHUU C UHPEKIMOHHO-BOC-
NaJIMTeJbHBIM IPOLECCOM BCer/a olpeseseT KpaliHe
BBICOKYIO CTelleHb TPOMOOTreHHOro pucka. Tak, ¢ 8 no
10 mast 2021 r. y nanpeHTa JUarHOCTUPOBAHBI TPOMOO3
BHYTpeHHel speMHON BeHbl CIipaBa, CBSI3aHHBIA C
paHee YCTAaHOBJIEHHBIM LieHTpaJbHbIM KaTeTepoM,
TpoM603bl BEH HUXKHUX KOHEYHOCTeH ¢ GJIOTHUPYOLIUM
KOMNoOHeHTOM J0 1,5 cM, a TakXe TpoM603MbGOIUSA
JIETOYHON apTepuu C NPUCTEHOYHbBIMHU TpOMOaMU B
NpocBeTe pa3BeTBJEHUN JIerOYHbIX apTepuil. BhisB-
JleHbl HayaJibHble CHMIITOMBI IByCTOPOHHEH NJjeBpon-
HEeBMOHUHU Ha GOHe TMIOBEHTUJSALMU HWXKHUX JoJed
o6oux Jierkux. B ganbHeliieM 6blaa MOATBEPXKAEHA
nHeK M KpPOBOTOKA, BbI3BaHHasA S. epidermidis
(moceB kpoBu ot 10.03.21).

JledueHue NpPOJO/KUIN B OTJeJIeHUH peaHUMalUu:
KpyriocyTo4dHas uHoy3us remapusa 1000-> 1500 EJJ/4;
KOMOWHUpPOBAHHAsA Tepanusi aHTUOHUOTHKAMHU C BKJIIO-
YyeHHeM aluKJoBUpa (B CBSI3M C pell/IMKalel reprec-
BupycoB [ u Il TunoB B ciwoHe). [IpoBoguaack Tepanus
VMMYHOTIJIOOYJINHOM YeJsloBeKa HOpMaJIbHbIM (CyMMapHO
BBeZieHO 190 r). Ha 3ToM ¢oHe cocTosiHUE COXPAHSIOCh
CTaOWJIbHO TSDKeJsbIM, reMorsiobuH 50-55 r/n 6e3 3ame-
CTUTEJbHBIX TPAaHCHY3UH.

[lo >KM3HEHHbIM IIOKa3aHUSM BBINIOJIHEHA Jieyeo-
HO-IMarHOCTUYecKasi CIJIEHIKTOMHUs 06e3 OCJI0XKHEeHUH.
B rmnocneonepaliioHHbIM Nepuos HabJwaacs IoCTe-
MeHHBbI NPUPOCT reMOrJN0OUHA, OTMEYeHO MOsBJeHHe
petukynouutosa (0,5-> 14 %). 3aMecTuTesbHble Te-
MoTpaHcdy3ur He NPOBOJUIUCH. B KpoBU coxpaHsach
permiukauus BIB. [lanueHT ObLI BbINKCAH U3 CTAllMOHapa
yepe3 3 HeJ. NOCJe CIJIEHSKTOMUU B CTAGUJIbHOM CO-
crosiuuu (remoryio6un 120 r/a, JHK B3B 16 konwuii/10°
KJIeTOK, npsMas npo6a Kymb6ca ocTaBasach MOJIOXU-
TeJIbHOW, IPY 3TOM IPHU3HAKU IeMoJIN3a OTCYTCTBOBAJIN).
B nesnsx gajsbHeNIero KOHTPOJIs UCX0/a 60JIe3HU ObLia
BblOpaHa HabJ/0laTe/IbHAsl TAKTUKA IPU JJTUHAMHAYeCKOM
HabJI0JeHU U B aMOy1aTOPHBIX YCI0BHUSAX.

PesynbTtatbl natoMopchoN0ru4eckoro nccneqoBaHus

Lle#AHbin numebaTnyeckui ysen

[Ipu nepecMoTpe TOTOBBIX T'MCTOJIOTHUYECKHX Mpena-
paToB OGHapy»KeHbI cpe3bl TKaHU JUMPATUIECKOTO y3J1a
C YaCTUYHO HapylLIeHHOM rHcToapxUTeKTOHUKOM. JInMdo-
nJHble QOJIIMKYJIbI HEMHOTOYMCIEeHHbIe, C HeGOJbIIMMU
CBETJIBIMH 3apO/ibIIIEBBIMU LIEHTPAMH, 4acTb — C IPU3Ha-
KaMu JMMQOUJHOTO HCTOleHUs. B pacmmpeHHo# napa-
KOPTHKaJIbHON 30He OTMeYa/MCb MHOTOYHC/IEHHbIe 31H-
TeJIMOU/IHOKJIETOUHbIE KJIacTePbl, IBJIEHUs] aHTHOMAaTO34a,
nposrdepanus JMMPOUJHBIX KJIETOK PEeNMyIeCTBEHHO
He6OJIbIIOTO pa3Mepa C YBeJWYEHHbIM KOJMYEeCTBOM
YKPYIIHEHHBIX U KPYNHbIX JUMQPOUAHBIX KJIETOK C QUTY-
pamMu MuTO30B (puc. 1).

[Ipu UMMyHOTUCTOXUMUYeCKOM UccaenoBanuu (UI'X)
BU3YaJIM3UPOBAIUCH TUMPOUHbIe GOIUKYIbl HEGOIb-
moro pasMepa CD20+, yacTb — C NpHU3HAKaMHM Jle30pra-
Hu3auuu (puc. 2). B pacminpeHHON nmapakopTUKaJbHON
30He JaUMPOUJHBIN mposudepaT ObLI NpeJCTaBIEH
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Puc. 1. Mopdonoruyeckas kaptnuHa 6uonTtata MMMaTmyeckoro yana. Okpacka reMaToKCUIMHOM M 3031HOM:
A— I'IMMC‘pOI/I[J,HbIe (bOI'II'IVIKy.I'IbI HEeEMHOro4ncneHHble, paclmpeHHaa napakopTnkKanbHaa 30Ha C nponmcbepauweﬁ I'IVIMCbOI/IﬂHbIX KNeToK U aBrie-
HUAMM @HrMoMaTo3a, HaJIMYMeEM K1acTepoB aNUTENMONAHbIX KNeTok, X100; 5 — MHOro4YncneHHble pUrypbl MUTO30B CPEeAU KNETOK numdona-

Horo nponudepata, x400

Fig. 1. Morphological pattern of lymph node biopsy. H&E stain:

A — few lymphoid follicles, extended paracortical zone with proliferating lymphoid cells and angiomatosis, epithelioid cell clusters, x100;

b — many mitotic figures in lymphoid proliferating tissue, x400

T-ksnetkamu CD3+ c BeipakeHHOM CD4-mo3uTUBHOU moO-
nyJsiiiuel U3 KJIeTOK pa3Horo pa3Mepa co 3Ha4MTebHbIM
KOJINYeCTBOM KpPYIIHBIX M yKpyNHeHHbIX ¢opM. Kpome
TOTO, ONlpe/iesilacb MHOTOUMC/IeHHas! IIUTOTOKCHYecKast
nonyasauusa CD8+, rpansum B+, TIA-1+, npesacraByieHHas
KJIeTKaMu pa3Horo pasmepa (puc. 3). B T-kseToyHOM
nposudepaTe OTMeYaJUCh paccessHHble YKPYTTHEHHbIe U
kpynHble B-knetku CD20+ B yBeJIM4YeHHOM KOJIMYECTBeE.
[Ipu peakuyuu c antutesamu k CD30 Bu3yainsupoBaivchb
MHOT'OYHCJIeHHble AKTUBHUPOBAaHHble KJIETKM pa3HOro
pasMepa, IpU CONMOCTAaBJIEHUH UMMYHOTHCTOAPXUTEKTO-
HUKU npejcTaBieHHble T- u B-knetkamu. UHgekc npo-
audepaTUBHON aKTUBHOCTU Ki-67 cocTaBus B cpeHEM
50-60 % noJIoXKHTeJbHBIX KJIETOK B y4yacTKax JUMPOU/-
Horo npoJindepaTa c MUTOTUYECKON aKTUBHOCTBIO B pac-
IIMPEHHON NapakopTHKaJbHOU 30He. [Ipy mpoBeseHUHU
XPOMOTeHHOW TUOpUAM3aLUU in Situ HeKoAUpyloliue
Manble PHK B3B o6HapyxeHbl B TUMPOUJHBIX KIETKaX
pa3HoOro pasMepa, pacrnoJioKeHHbIX B Npejesax JuMdo-
WJHBIX OJIMKYJIOB U B NAapakopTHKaJbHOU 30He. [Ipu
peakuuu c aututesamu k CD21 npusHakoB 3kcTpado-
JUKyAsIpHON mposudepanuu ceTH QOJIUKYISIPHBIX
JIeHIDUTHBIX KJeTOK He oOHapyeHo. [Ipu peakuusx c
antuTtesaMu K CD10 1 BCL-6 MO3UTHUBHBI KJIETKH CBETJIBIX
3apo/ibILIeBbIX LIEHTPOB PosnuKya0B. [COS-103UTUBHBIE
auméouanble kiaetkud (Tfh-xkneTku) pacnosaraauch B
npejesiax CBETJbIX LIeHTPOB JUMPOUAHBIX GOJIINKYJIOB.
UTX-uccnenoBanue oOuonrtata JUMPaTHYEeCKOTO Yy3ja
MO3BOJIMJIO UCKJIIOYUTb JUarHo3 T-kieTouHoH TMMQOMBbI
Y BbIABUTH Npu3Haku B3b+ T-JII13.

[IpoBesieHO MoOJIEKY/ISIpPHO-TEHETUYEeCKOe MCCJIef|o-
BaHMe TKaHW JHUMPaTUUeCKOTo y3ja U3 napapuHOBOro
6s10ka AJs omnpepesneHuss T- U B-kjeTo4yHON KJIOHAJb-
HOCTHU. T- 1 B-KJIeTOYHYI0 KJIOHAJbHOCTb OLleHUBAJH 10
nepectpoiikaM TCRG v IGH cOOTBETCTBEHHO, 110 MPOTO-
kosty BIOMED-2 s kanusuisspHoro ajiektpodopesa [16,
17]. B uccienoBanHoM napadpuHOBOM 6Ji0Ke TUMdaTude-
CKOTo0 y3Ja BbIsiBJeHa T-KJIeTo4Has KJIOHaJIbHOCTb 110 pe-

apaHXXUPOBKaM TeHOB Y-Iieny T-KJIeTOYHOro pelentopa
(puc. 4). B-ksneToyHasi KJOHaJIbHOCTb N0 reHaM [IGH He
0o6HapyKeHa.

KoctHbii MO3r

[Ipy wucciefoBaHWM TpenaHOOHONTATA OTMeYaJiCs
KOCTHBI MO3I MOBBIIIEHHONW KJIETOYHOCTH 3a CYeT
paciiupeHusi 3pUTPOULHOTO POCTKA, NpeJCTaBJIeHHOI0
NperMylleCTBEHHO 3PUTPO6IacTaMy, YMepPeHHOTo pac-
IIUPEHHUS TMPOMEXKYTOYHOIO MyJa TPaHyJIO0LUTAPHOIO
pocTka. [IpusHakoB JMMPOMHOro nopaxeHust He o6Ha-
pyxeHo. [Ipy npoBeJjeHUH XPOMOTreHHON THOpUAU3aLuU
in situ Hekopupywiiue Maible PHK BB BrisiBneHbI B
e/JMHUYHBIX MeJIKUX JTUMQOU/IHBIX KJIeTKaX, PacCesiHHbIX
cpe/y 3J1eMeHTOB MUEJI0N033a.

CenezeHka

[Ipu MaKpPOCKOMHUYECKOM UCCIEeJOBAaHUU pa3Mephl ce-
Jle3eHKHU cocTaBuu 14,2 x 9,6 x 4,3 cMm, Kalicysia rjiagKas,
6e3 aedekToB. Cocyabl BOPOT cese3eHKU He TPOMOUPO-
BaHbl. Ha paspe3ax TKaHb ceJie3eHKH TEMHO-BUIIHEBOTO
L[BETA, OAHOPOJHOTO BH/JA, C MEJKOH 3EepPHUCTOCTHIO;
O0TMevYasoch JiBa CyOKaINCY/ISPHBIX o4yara HeKposa C re-
MopparudyeckuM BeHUuKoM 0,6 1 0,3 cM B HaboJIbIIEM U3-
MepeHUU COOTBETCTBEHHO. [ONOJIHUTENBHO 0OHApYKeHa
cybkarcysisipHast cepo3Hast kucrta 1o 0,9 cM B iuameTpe.

[Ipy TUCTOJIOrMYECKOM UCCJIe0BaHUU TKaHb ce-
JIe3eHKU C COXPAHHOM T'MCTOapXUTEKTOHUKOU (puc. 5).
Benas mynbna peayinypoBaHa: JUMGoHIHbIE POJIUKYIIbI
HeOOJIBIIOTO pa3Mepa, HEMHOrOYUCJIEHHbIe, MepuUap-
TEPUOJISIPHbIE 30HBI BbIpaXKeHbl yMepeHHO. KpacHas
MyJibIla paclUIMpeHa, IOJHOKPOBHAs, C KPOBOU3JIUSHUSMY,
CyOKaNCy/NSIPHBIMU O4YaraMu HeKpo3a. B cesie3eHOUYHBIX
TSHKaX ONpeJiesissiack Hepe3Ko BbIpaXKeHHasd HHQUIIb-
Tpayuys MeJKUMU JUMGPOUIHBIMU KJIETKAMU, OTMeYaIncCh
paccesiHHble YKpyNHeHHble JUMOUHbIe KJIeTKU. B cu-
HyCOM/JIax MPHUCYTCTBOBAJO 3HAYUTENbHOE KOJUYECTBO
3PUTPOKAPUOLIUTOB C KJIaCTEPAMU 3PUTPOOGJIACTOB.



http://bloodjournal.ru/ B36 n T-/IN3 481

Puc. 2. OCO6EHHOCT MMMYHOIMCTOAPXUTEKTOHNKN UM aTUYEeCKOro y3na:

A — numdounaHble POoNIMKy/bl C NpU3Hakamu gesopraHnsaumm. MMmyHohepMeHTHbI MeToa, peakumns ¢ aHtutenamm k CD20+, x100; 5 — npo-
nuepupytoLasa nonynauna npeactasneHa T-knetkamu. MIMMyHoepMeHTHbIN meToa, peakunsa ¢ aHTutenamm Kk CD3+, x200; B — nonynaums
T-knetok CD4+ pa3Horo pasmepa. IMMyHOepMeHTHbI MeTod, peakumns ¢ aHTutenamm k CD4+, x200; " — yKpynHeHHble U KpynHble B-kneTtkuy,
paccesiHHble B NapakopTuKanbHOM 30He. IMMyHOepMeHTHbI MeTof, peakunsa ¢ aHtutenamm k CD20+, x200; [J — akTMBMpOBaHHbIE MM O-
naHble B- n T-kneTkn pasHoro pasmepa. IMMyHOMhepMeHTHbIR MeTof, peakums ¢ aHtutenamu k CD30+, x200; E — EBER+ numdounaHbie knetku
pasHoro pasmepa B npegenax NMMmMgonaHbix GOI/IMKYNO0B U B NapakopTUKanbHOW 30He. XpoMOoreHHas in situ rubpuansaums ¢ 30HAaMun K Ma-
nbim PHK EBV (CISH EBER), x200

Fig. 2. Characteristics of the lymph node immune tissue architecture:
A — lymphoid follicles with signs of disorganization. CD20+ antibody immunoassay, x100; 56 — proliferating population of T-cells. CD3+ antibody
immunoassay, x200; B — population of CD4+ T-cells of different sizes. CD4+ antibody immunoassay, x200; I — paracortical enlarged and large
B-cells. CD20+ antibody immunoassay, x200; [ — activated lymphoid B- and T-cells of different sizes. CD30+ antibody immunoassay, x200;
E — intrafollicular and paracortical EBER+ lymphoid cells of different sizes. Chromogenic in situ hybridization with probes to small EBV RNAs
(CISH EBER), x200
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Puc. 3. IMMyHOrMCTOXMMMYECKaa XapaKTepuCcTuKa BblIPaXXEHHOW LMTOTOKCUYECKOW nonynauumn T-kneTok. MIMMyHodepMeHTHbI MeTof,
x200:
A — pa3Horo pasmepa T-kneTku akcnpeccupytot CD8; b — umtonnasmaTmyeckas rpaHynspHas peakums B T-kneTkax ¢ aHTuTenamm K rpaHsmmy B;
B — uutonnasmaTtnyeckas rpaHynspHas peakuus B T-knetkax ¢ aHtutenamu K TIA-1; 7 — Ha y4acTkax T-kneTouyHol nponudepaumnm BbICOKUIA
nHaekc Ki-67 (50-60 %)

Fig. 3. Immunohistochemical characteristics of pronounced cytotoxic population of T-cells. Immunoassay, x200:
A — CD8-expressing T-cells of different sizes; 56 — Granzyme B antibody cytoplasmic granular reaction in T-cells; B — TIA-1 antibody cytoplasmic
granular reaction in T-cells; I — high (50-60 %) Ki-67 index of T-cell proliferation
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Puc. 4. Pe3ynbtatel onpeaeneHns T-KNeTOYHOW KNOHabHOCTU MO peapaHnXuposkam reHoB TCRG

Fig. 4. Determination of T-cell clonality by TCRG gene rearrangements

[Ipu UI'X-ucciepoBanuu (puc. 6) BU3yaJIM3UpPOBAIHUCh
He6oJibie CD20-no3uTHBHBIE TMMbOU/IHbIE QOJITUKYIIbI,
paccesiHHble B KpacHOH W 6eslof Mysiblle YKpPyNHEHHble U
KpynHble B-k/eTKU. B cesle3eHOYHBIX TAXKaxX onpefenaaach
pbixnas T-knetouHas uHouabTpauus CD3+, mpeumyie-

CTBEHHO NpeJiCTaB/eHHasd LIUTOTOKCUYECKOW MONyJsLyen
CD8+, rpansum B+. [Ipu peakuuu c anturesamu Kk CD30
onpeJessaUCh aKTUBUPOBaHHble JHMbouaHble T- u
B-k/leTKM pasHOro pasMepa B YBeJIUYEHHOM KOJIMYeCTBe.
[Ipy XpOMOTeHHON TUOpUJM3aLUU in Situ BbISBJIEHbI
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Puc. 5. Mopchonormyeckasi KapTuHa TKaHu ceneseHkn. OKpacka reMaToKCUIMHOM U 303MHOM, x100:
A— I'II/IM(bOVID,HbIe CbOl'II'IVIKyI'IbI HEMHOro4nc/eHHble, KpacHaqa nysbna paclmpeHa, ¢ KPOBOUSNMTUAHUAMU, b — CyGKBHCyﬂﬂprIVI o4ar HeKpos3a

C remopparvyecknm NponuTbiBaHWeM no nepudepun

Fig. 5. Morphological pattern of spleen tissue. H&E stain, x100:

A — few lymphoid follicles, extended red pulp with hemorrhages; 6 — subcapsular necrotic lesion with peripheral hemorrhage

pacrosiokeHHble PEeUMYILeCTBEHHO B 6eslol my/ble
EBER-nosuTuBHble JuMbouAHbIe KjaeTKU. [lpu peaknuu
¢ aHTuTesaMu Kk CD71 B cMHycouJax BU3yaJu3UpOBaIUCH
3PUTPOKAPHUOLMTHI Pa3HOU CTENIeHU 3PesIOCTH C HaInYUueM
He6OJIbIINX KJIACTEPOB 3pUTPOO6IACTOB (pUC. 7).

TakuM 06pa3oM, 0COGEHHOCTH HMMMYHOI'HMCTOApXHU-
TEKTOHUKHM M Mopdosioruyeckass KapTHUHA I0O3BOJIMIN
cAieJlaTb BBIBOJ O BOBJIEYEHUHU cesie3eHKU npu BIb+
T-JIT13. Mopdosioruyeckre 0CO6eHHOCTU BbIPAXKEHHOCTH,
OMOJIOXKEeHUsI U TUCTOTOoNnorpaduu 3puTPOUAHOTO POCTKA
COOTBETCTBOBAJIM [eMOJIUTHYECKON aHEMUH.

[Ipu I[IlP-uccienoBaHun B TKaHU CeJle3eHKU BbI-
asiena /IHK ypuromeranosupyca (JMB), B3b u Bupyca
repreca 4yeJyioBeka 6-ro tuna (BI'Y-6).

Ha ocHoBaHMM KOMILJIEKCA KJMHHUKO-1ab60paTOPHBIX
JlAHHBbIX W pe3yJbTaTOB NaTOMOPQOJOrHYECKOro HUC-
cnefloBaHUsA JUMPATUUECKOTO y3J1a, KOCTHOTO MO3ra U
cesJle3eHKH ObIJI yCTAaHOBJIEH JMarHos cucrteMHoro B3b+
T-JIII3 B couyeTaHUU C OCTpoit GopMON ayTOUMMYHHOU
reMOJIMTUY€ECKOM aHeMUH.

OBCYXAEHUE

Mbl mpeAcTaBUIM peNKUM caydaill cuctemHoro BIB+
T-JII3/CAEBV y nanueHTa 54 jeT eBpoleor/JHONW pachl.
JlaHHas JeMorpaduryeckass XapaKTepUCTHKa B I1eJIOM
HeTtunuyHa A5 BOb+ T-JII13, ofHako B HacTos1lee BpeMs
B JINTepaType NOosIBJIseTCs Bce 60JIbllle JaHHBIX 0 CIy4asax
3a060JieBaHUs y B3POCJbIX, B T. Y. Cpeiu eBpolneiileB [14,
15, 18]. HegaBHO 6bl1a NIPOAEMOHCTPHUPOBAHA IPUMEPHO
paBHas 3a60/1eBaeMOCTb CpeAM JeTeld U B3POC/IbIX B
Anonuu [19]. HeogHoKpaTHbIe MONBITKA HAWUTU reHETH-
4yeckyo npegpacnosioxkeHHocTb K CAEBV u fokasatbs ux
SHJEMUYHBIA XapaKTep He yBeHYaJluch ycrexom [19].
TakuM 06pa3oM, HeCMOTpPsl Ha PeIKOCTb MOJOOHBIX CJIy-
yaeB, HEOOXOJMMO YYUTBIBATb BO3MOXKHOCTb Pa3BUTHUS
JlaHHOM HO30JI0THHU Y eBponellieB CpelHEr0 BO3pacTa.
CAEBV aBJisieTCq CHCTEMHBIM IIPOrPeCCUPYIOLUM JIUM-
donposmbepaTUBHBIM 3a60JIeBaHUEM U XapaKTepU3yeTcsl

C/lelyIOIMMU JUarHOCTUYECKUMH KpUTepUsiMU: 1) MOHoO-
HYKJIe030II0JJOOHBIA CUH/POM 6oJiee 3 MeC. IOCTOSIHHOTO
WJIM BOJIHOOOPA3HOro XapakTepa NpH HUCK/IIYEHUU Mep-
BU4HOU B3B-undexiuy; 2) BpicoKas BUpPyCHasl Harpyska
B3E B kpoBu (> 102° konuii/mr IHK); 3) Mopdostorudecku
BepuduIMpoBaHHAsE WHQUIBTPALUA TOPAKEHHBIX Op-
raHoB BOB+ nuMdouaHbiMU KIeTKaMu; 4) UCKJIIOYeHUe
Jpyrux 3a60/1eBaHUH: BPOXK/AEHHBIX UMMYHOepUIIUTHBIX
coctossHuM, BUY-uHbeknuy, ayTOUMMYHHBIX 3aboJie-
BaHMI/KOJIJIareHO30B, & TaKXXe ATPOreHHOro MMMYHOo/e-
duLMTa, BBI3BAHHOTO UMMYHOCYNPECCUBHOM Tepanuew;
5) wuckaoyeHne JUMPOMBI (KJIACCUUECKON JUMPOMBI
XomxkuHa, 3KcTpaHodanbHOW T-/NK-kieTouHOU suUM-
¢doMbl HazanbHOrO TUIMA, Nepudepudeckoit T-kieToOYHON
auMboMbl, arpecciBHOro NK-K/1eTOYHOTO JIeliKo3a).

Bomnpoc o natoreHese B3b+ T-JI[I3 ocTaeTcsa maso-
nusydeHHbIM. [lokasaHo, yTo B3b cnoco6en mHdunupo-
BaTb KaK LUTOTOKcHYecKHe T-KJIeTKH, TaKk U NONYyJASLHI0
T-xennepos [20-22]. CyiiecTBYIOT eJUHUYHbIE PabOTHI, B
KOTOpPBIX aBTOPbl paccMaTpuBalOT nonyasauuu BIB-un-
dunupoBaHHbIX T-KJIETOK Kak MHPOTHOCTHUYECKUH
NpU3HAK, OJJHAKO JAHHBIX MOKA HeJocTaTo4yHo [21, 22].
B To >xe BpeMs HemnocpeACTBEHHbIH MeXaHU3M HUHQUIIU-
poBaHuA T-ki1eTok Ao cux nop HesceH. B 2000-e rogbl
6bly1a BbIJJBUHYTA rMnoTe3a o Haaunuuu CD21-penentopa
Ha MeM6paHe T-kJIeTOK, ucnosibayeMoro B3b takxke s
NPOHUKHOBeHUSA B B-kieTku. [Ipegnosaranace 1160 mno-
CTOsIHHasA c/labas 3KCOpeccHusl JaHHOTO IVIMKONPOTeu/a,
1160 ero MH/JYLUPOBAaHHAs 3KCIpeccus MPU aKTUBaLUU
T-kJieTOK B OTBeT Ha nepBuyHy0 BIB-undexuuio [19].
OpHako y6euTe/IbHBIX [0Ka3aTeJbCTB JaHHOTO MeXa-
HH3Ma B Jja/IbHeHNIIeM He N0JIyYeHo.

B HacTrosee BpeMs MnpeArnoJiaraeTcss HHPULUPO-
BaHUe paHHUX JUMQOUJHBIX KJIETOK-NpeJllecTBeHHHI]
¢ akcnpeccueit CD21, a TakXe BO3MOXHOCTb HecIellu-
buyHOM mpsMoON mepefayd BUPUOHOB OT IEPBUYHO
MHPUIMpPOBaHHbIX B-kyieTok T-kJeTkaM depe3 Mex-
KJeTOYHble KOHTAKTbl MMMYHHOIO CHHalca BO BpeMs
nepBU4yHOM wuHekuuu [23]. BHe 3aBUCHMOCTH OT
MexaHu3Ma MHQUIKpoBaHUs T-KJIeTOK O4eBUHO Cylile-
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Puc. 6. IMMYHOIMCTO@pPXNTEKTOHMKA Cene3eHKN. IMMyHOMEePMEHTHbIN METOA:
A — CD20-no3nTtmBHbIe NUMdongHble honnKybl He6obLWOoro pasmepa, x100; 5 — pbixnas T-knetoyHas UHuNbTpaunsa CD3+ B ceneseHoy-
HbIX Tsxax, x100; B — T-knetkn CD8+ n aHgoTenmounTtsl cMHyconaos, x200; 7 — skcnpeccus rpaHsuma B B Menkux T-kneTkax B KpacHO nysb-
ne, x200; [ — akTMBMpoBaHHble numdgonaHble T- n B-knetkn pasHoro pasmepa, CD30+, x200; E — HeMHorouncneHHole EBER+ numdongHbie
KNIETKN Pa3HOro pasMepa B LEHTPE PasMHOXeEHUS NMMdgonaHoro conamkyna, x200

Fig. 6. Spleen immune tissue architecture. Inmunoassay:

A — CD20-positive small-sized lymphoid follicles, x100; 56 — loose CD3+ T-cell infiltration in splenic cords, x100; B — CD8+ T-cells and sinusoidal
endothelial cells, x200; " — Granzyme B expression in small T-cells in red pulp, x200; [ — activated lymphoid T- and B-cells of different sizes,
CD30+, x200; E — few EBER+ lymphoid cells of different sizes in the germinal center of lymphoid follicle, x200

ctBoBaHue T-kaeToyHoit BIB-uHdekuu c noTeHuuagIoM
omnyxoJieBOM  TpaHchopMalMu  KJETOK-HOCUTEJbHUI]
B3F [5, 21-23]. Tak, HeZjJaBHO C00611[aI0Ch O BO3MOXKHOH
B3B-unayuupoBaHHoH skcnpeccun T-kiaeTkamu CD40 c

ayTOKPUHHBIM CUTHaJbHBIM KoMIiiekcoM CD40/CD40L,
4yTo oGecrneynBaeT akTuBaluo NFkB-curHasbpHoro nytu
¢ 6JI0KOM anonTo3a JUMQPOUJHBIX KJIeToK [24]. [eHeTH-
yeckue aHoManuu npu CAEBV penku, ofHaKo omucaHbl
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Puc. 7. OCO6€HHOCTU 3PUTPOMAHOIO POCTKA B KpacHO nynbne ceneseHkn. OKpacka reMaToKCUINHOM U 303nHOM, x200:
A — B CMHycouaax KpaCcHOW Ny/ibMnbl MHOMOYNCIEHHbIE 3PUTPOKAPUOLNTLI C MPU3HAKaMV OMOMOXEHWUS; b — 3pUTPOKapuOLMTLI Pa3HO CTENEHU
3PenocTu ¢ Hanu4mem HebonbLUNX KnacTepos apuTpobnactos CD71+

Fig. 7. Characteristics of erythroid lineage in the spleen red pulp. H&E stain, x200:
A — many erythrokaryocytes with a number of less mature cells in red pulp sinusoids; 5 — erythrokaryocytes of different maturity with small-sized

CD71+ erythroblast clusters

comatuyeckrue mytauuu DDX3X u PRF1 (B rene mepdo-
puHa) [25, 26].

CorylacHO mepecMOTpeHHOW kJaccupukanuu BO3
2017 r. [11], CAEBV npepacTraBisieT co60¥ rpyIioBoe Io-
HSTHe, BKJIIOYalollee CIeKTP M0JIU-, OJIMT0- U MOHOKJIO-
HasbHBIX T- 1 NK-kj1eTouHbIX IMMdonposiidepaTUBHbBIX
3ab60JieBaHUM, accouupoBaHHbIX ¢ BB, B coyeTaHuu c
MOHOHYKJIE030MOJ0OHBIM CHUHJPOMOM [IJINTENbHOCTBIO
6oJiee 3 Mec. 6e3 paHee BbIsIBJIEHHOI'0O UMMYyHOAepULIUTA.
OnvcaHHBIM HaMM cjay4aid JeMOHCTPUPYeT MOHOKJIO-
HanbHoe B3b+ T-JII13 ¢ UT'X-Bepudukauueit fuar1osa.

Haubosnbumve TpygHOCTH BbI3bIBaeT aAuddepeH-
LMaJbHas JAWarHocTWKa JaHHOW Ho3ojoruu c T-kie-
TOuyHbIMU JuUMoMmamu [4, 27, 28]. Mopdosoruyeckas
KapTHHa B IUMATHUYECKOM y3J1e GblIa KpaiiHe 10/03pU-
TeJbHOU B OTHOLIEHUU JUMdoMbl. OfiHAKO NPU aHa/IU3e
VMMYHOTMCTOAQPXUTEKTOHUKHU Mbl CMOIJIU BbI/I€IUTD PsIJL
MIPU3HAKOB, N03BOJAIUX noATBepAUTb BIb+ T-JII13 u
HCKJIIOUUTh JUMoMy. Tak, o6paljanu Ha cebsi BHUMaHUe:
1) ucrouienue 1uMpouaHbIX GOJIHUKYI0B € B-k1eTkaMu
CD20+ Hapsily C UX OTHOCHUTEJNbHO COXPAaHHOU CTPYK-
Typoli; 2) T-kseTouHbIN nposudepaT ObLI NpeJCTaBIeH
NpUMEpPHO B paBHOM Mepe nomyJsiiueit us kjietok CD4+
pasHoro pasMepa M LMUTOTOKCHYECKOW Homyasuued;
3) 3HAYUTe/NbHOE KOJIMYEeCTBO YKPYITHEHHBIX U KPYIHBIX
KJIETOK, 9KCIPEeCCUPOBAaBIIMX AaKTUBUPYIOIMUN aHTUTIEH
CD30, oTHOocAWUXCcA Kak K nonyasauuu T-kaetok CD4+,
Tak U nonyasnuu B-kinetok CD20+ (npu cpaBHEHUU HUM-
MYHOTHCTOApPXUTEKTOHUKHU); 4) yKpyITHEHHbIE U KPYIIHbIE
EBER-no3uTuBHbIe KJIETKU OTMedaluCb B KOJIMYECTBe,
COTNOCTAaBUMOM C aKTHBUpOBaHHbIMU CD30+ sumdousn-
HBIMHU KJIETKaMHU, U pacroJiarajuch Kak B IIpeJiesiax JHM-
dbouHbIX GOJIMKYJIOB, TaK U B IaPaKOPTHUKaJIbHOH 30He.
Heo6xojiMO OTMeTHUTb, YTO UHJEKC NpoJrdepaTUBHON
akTuBHOCTU Ki-67 6bl1 BbicokuM (50-60 %), ofgHako
3TO He c/elyeT pacCMaTpUBATh B KauecTBe KPUTePUs B
noJb3y cy6cTpaTa JUMMQOMbI U HEOOXOAUMO YYHUTHIBATh
B KOMILJIEKCe cO BceMU JaHHbIMU UT'X- u Mopdosioruye-
CKOT'0 UCCJIe/lOBaHUH.

BripaxxenHas nonysasuusa T-kiaetok CD4+ B coyeTa-
HHUM C aHTMOMATO30M M Ha/IUYMeM 3NUTeJHUOUJHOKIIe-
TOYHBIX KJIACTEPOB BbI3bIBaJla BBICOKYIO HACTOPOXEH-
HOCTb B OTHOIIEHUM aHIMOMMMYyHoO6JsacTHOM T-kie-
TouyHOM JuMbombl (AUT/I) ¢ uHTEPOONIUKYAIPHBIM
pocTOoM, INpPU KOTOPOM TakxKe BO3MOXHO HaJd4yMe
paccesHHbiX EBER-mo3uTUBHBIX TpaHCPOpMHUPOBAHHBIX
kJseToK. OgHako npu AUTJI faHHbIe KJIeTKY IpUHa/J1exaT
K nyJsy B-kJeToK, T. K. peakTuBanus BIb-undeknuu npu
AWUTJl gBasdercda cielCTBUEM BTOPUYHOIO HMMYHOZe-
dunuTa, a He MAaTOreHETUYEeCKHM 3HAUYMMbIM 3BEHOM B
pasBUTUU AaHHOU suMdombl [29, 30]. CiemoBaTesbHO,
ONMCaHHble 0CO6EHHOCTH UMMYHOTHMCTOAPXUTEKTOHUKHU
Hamero ciay4vas (akTuBupoBaHHble T-kieTku EBER+
CD4+) MoxxHO OTHecTH K JuddepeHlHaTIbHO-AUATHO-
ctudeckuM kputepusiMm B3B+ T-JIII3. [lonosHuTe/IbHOE
UTX-uccnenoBaHue AJisi OLlEeHKUM COXPAaHHOCTH W BbIpa-
J)KEHHOCTU CeTH QOJIIMKYJSAPHBIX JeHJPUTHBIX KJETOK,
onpezie/ieHUs UMMYyHOTUCTOAPXUTEKTOHUKU TONYJISUN
kJeTok ¢ Tfh-uMMyHOodeHOTUNIOM NO3BOJIMJIO OKOHYa-
TeJIbHO UCK/I0YUTb AUTIL

K nuddepeHnpnanbHO-AUarHOCTUYECKOMY PsAY CJle-
JyeT OTHeCTU MepBUYHYH HoJajbHy BIBb+ T- wau
NK-knetounywo numdomy (BO3, 2017), koTopyto peko-
MeH/IyeTCsl pacCMaTpUBaTh B paMKaX IPyNIbl HOAATbHbBIX
T-kJ1IeTOYHbIX TUMPOM, HEYyTOUHEHHbIX. [lepBuuHas BOb+
T- unu NK-ks1eTouyHast 1MMdpoMa xapaKTepu3yeTcs arpec-
CUBHBIM KJIMHHUYECKUM Te4yeHUeM, JUarHOCTUpPYyeTCs y
NaLMeHTOB MOXWUJIOrO BO3pacTa C UMMYHOZeQUIIUTOM.
[Ipy  ™MopdosoruyeckoM  HcCAeJOBaHUM  CyOGCTpaT
xapaktepusyeTcss AuPpPy3HbIM JUMPOUIHBIM UHPUIb-
TpPaTOM M3 CpeJlHero pasMepa WJM KPYIHBIX KJETOK C
OKpYIJIO-OBaJbHBIMU f1ipaMM JIMO6O aHaNJa3upOBaHHON
guToMopdosiorueil UM KJAETKU C IJIa3MOLUTOUZHOMU
nuddepeHIIMPOBKON 6e3 aHTHOAECTPYKIMU U HEKpo3a.
[Ipu Ul'X-uccnenoBaHuu Jijisi JAHHOM HO30JI0TMH XapakK-
TepHa skcnpeccusi CD8, Ho B oTyiMuMe OT 3KTPaHOJAIbHOM
NK/T-knetouyHoit 1uMboOMbl HAa3aJbHOIO TUIA — C MU-
HUMaJIbHOM 3Kcnipeccuer CD56 [31-34].
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CorntacHo omnpefeneHuto CAEBV B mepecMoTpeHHOM
kjgaccudukanuun BO3 2017 1. U MHOTOYUCIEHHBIM
uccnenopanussm BIB+ T-JII13, paHHble 3aboJjieBaHUS
pa3BUBAlOTCA Y NALMEHTOB 6e3 paHee BbIIBJIEHHOI'0 UM-
myHozedunuta [11-13]. OgHako cyuecTByeT psj padoT,
JIeMOHCTPUPYIOIIUX BO3MOXHYIO pPOJIb B KJIMHHUYECKOU
MaHudectanuu B3b+ T-JI[13 cenekTuBHON AUCHYHKLIUU
B3B-cneunUUHbIX IUTOTOKCUYECKUX T-KJIETOK, 4YTO
NPUBOJUT K He3PPEeKTUBHOCTH 3JIMMUHALMU TpaHCchOp-
MUPOBaHHBbIX KJyeTOK [35, 36]. B aHaMHe3e maiueHTa
obpamasa Ha cebGsi BHHMaHHe IlepeHeceHHass HoOBas
KOpOHABUpYyCHasi HWHQEKIUss C TsHKeJblM TeyeHUeM.
B HacTosllee BpeMs HaKallIMBAlOTCA JlaHHble O JJIU-
TEJbHOM HMMYHHON AUCOYHKLUUU Y TaKUX O6OJIbHBIX
[37-39]. B mosib3y UMMYHHOU AUCOYHKIUU Y MallMeHTa
CBU/IeTe/IbCTBYeT OJJHOMOMEHTHOE BbIsIBJIEHHE B TKaHU
cesniezenku JJHK Tpex repnecBupycos: B35, IMB, BI'4-6.

OnucaHHble y O6OJIBHOTO CHMIITOMBI, TakKue Kak
JINXOpaJiKa, KOXKHble BbICBIIAHUS, CIJIEHOMeraaus H
aHeMHUs,, MOT'YT ObITh YacTbI0 BOCNAJUTENbHOTO (MOHO-
HyKJleo3onono6Horo) cuHgpoma npu CAEBV [18, 19].
OaHaKo AOMUHHUPYIOLEH B KJIMHUYECKON KapTUHe Oblia
pesucteHTHas K Tepanuu 'KC remosuTHyeckast aHeMusl.
YacTU4YHO reMoJsIM3 MOT ObITh BbI3BaH aJI/IOUMMYyHH3a-
LMel Npu nepejrBaHUAX 3PUTPOLUMTOB C YACTUYHOM He-
COBMECTHMOCTbIO 110 MUHOPHBIM aHTUreHaM. [Ipu aTom
cleAyeT YYUTBhIBaTh, YTO ObICTpOe CHUXKEHHe IeMOrJIOo-
6uHa y nalMeHTa OTMe4YeHOo /0 reMoTpaHcdy3UH, 4To U
noTpe6oBaJio UX NpoBeJeHus1. Kpome Toro, npsiMas npo6a
KyMm6ca, XoTs1 U Oblia NpoBeJleHa BIlepBble IOC/Ie Mac-
CUBHBIX reMOTpaHCcPy3uH, COXpaHsAIaCh IOJOXKUTETbHON
6e3 3HaYMMOI'0 CHIKEHMs THUTpa Ha NPOTSHKEHUH BCex
4 HeJ. HAOJ/IIO/leHUs NALMeHTa B CTAallMOHape.

AyTouMMyHHasi reMosiuTH4eckass aHemus (AUTA)
ONMCaHa B KayecTBe DPeJKOro OCJA0XKHEeHUs WH}eKIU-
OHHOrO MOHOHYKJeo3a [40-42]. BrI3biBaeT wuHTepec
HaJInyMe y NalnueHTa BbIpaKeHHON PeTUKYJIOLUTONEeHUH
Ha ¢oHe reMoJIMTUYECKON aHeMUU. B MupoBo#t siuTepa-
Type JJaHHOe sIBJleHHe ONMCAaHO KaK NpH HAHOoNaTHYe-
CKOM, Tak U BTOpU4YHOU AUTA (B T. 4. UHPEKIIMOHHOTO
reHe3a) [43-46]. Bosiee Toro, psii aBTOPOB BBIJE/NSAIOT
PETUKY/JIOLUTONIEHUID B KayeCTBe IPOTHOCTUYECKOIO
dakTopa pe3ucTEHTHOCTH K Tepanuu [43-45]. Hapsany c
pPeTUKY/JIOLUTOIIeHHeHN B KPOBU y 60JIbHOTO HA6J110/1a/10Ch
pe3koe OMOJIOXKEHHEe 3PUTPOUHOr0 POCTKA B KOCTHOM
Mo03re ¢ Ipeo6saZaHueM 3putpobsactos. [lpu 3ToM
CpeAiy 371eMEHTOB MHeJION033a OTMeYaJuCh eJMHUYHbIE
Menkue BIB-unounupoBaHHble JUMOUAHbIE KJETKHU
(Hexogupytomue PHK BOb — EBER+), mopdosiorus ko-
TOPBIX II03BOJISIET NPEJNOJ0XKUTh 6€CCHMIITOMHOE HOCH-
TeJbCTBO BUpYyca (yaTeHTHOCTb 0 TUIA), OTCYTCTBHE UX
TpaHchopManuu. Mopdosioruieckue NpUusHaku remoda-
rOLIUTApHOI'0 CUHAPOMa He 06Hapy:xeHbl. Ha ocHoBaHUHU
BbILIEN3JI0)KEHHOTO MeXaHW3M He3pPeKTHBHOIO 3pHU-
TpoOIl033a B JJAHHOM CJIy4ae OCTaeTCsl HesCHBbIM. BaxHo
OTMETUTD, UTO CIJIEH3KTOMHUSA OKa3aJsachb 3pPeKTUBHON
B JIeYeHUHU PEe3UCTEeHTHON K IepBOM JIMHUM Tepanuu
AWTA. Bojsiee Toro, mocje CHJEeH3KTOMHUHM y MNalUeHTa
HabJrofancs peTUKyJaonuTo3d. [locTeneHHoe BoccTa-
HOBJIEHUe II0Ka3aTeJslell reMorio6MHa M KyNHMpOBaHUe
KJIMHUYECKON KapTHHBI reMoJiM3a CBUJETENbCTBYIOT B
N0J1b3y NPEHMYIeCTBEHHO 3KCTPaBaCKYJISIPHOrO MeXa-
HHU3Ma reMoJIM3a C ero JoKajau3auuei B cesieseHke [45].

KTMHNYECKAA OHKOTEMATO/TON 4

CaMmocrosiTesibHOe CcHMkeHue konuk JIHK B3B B
KpPOBM TNpaKTUYECKH /[0 3HaueHUH, XapaKTepHbIX [AJs
6ecCHMIITOMHOTO HOCUTeJbCTBa [46], nmpeacTaBiseTcs
Heob6bIYHbIM AJ1s1 BOb+ T-JII13, CAEBV u BhI3bIBaeT 0CTO-
pOxHBIN onTUMU3M. OfHaKo U3BecTHO, uTo CAEBV MoxeT
HMeTb BoJIHOOOpasHoe TeyeHue [11, 14, 15]. Kpome Toro,
CYLIeCTBYIOT JlaHHble, NOJy4eHHble NMPU HCCJIeJOBaHUU
nanueHToB c [1JII13, 06 oTcyTCTBUM NPSAMOU KOppesinuu
MeX/ly 3HaueHUsIMM BHUPYCHOW Harpysku B KpOBU U
peanbHON BUPYCHOM HArpyskod B HHQUIIMPOBAHHBIX
kJeTkax [47]. C y4eToM YZ0BJIETBOPUTEJNBbHOTO CaMoO-
YyBCTBUS 60JIbHOTO, KYNIUPOBAHUs yrpoxKarollel *KU3HU
AWTA, u3HayajJbHO TMpeobJsafiaBiied B KJIMHUYECKOU
KapTHHe, U OTCYTCTBUS IMOKa3aHUM K XUMHOTepanuH,
a Takxe OTCYTCTBUS 3$dEeKTUBHOU NPOTHBOBUPYCHOMU
Tepanuy Ha CerofHSIIHUN MOMeHT [48] nayueHTy 6bL10
peKoMeH/J0BaHO AMHaMU4ecKoe HabJjeHue.

3AK/TIIOMEHUE

TakuM o6pasoM, B paboTe Npe/CTaBJeHO peJiKoe HabJio-
nenue BOb+ T-JII13, npoTekaBiiero c iuMdageHoNnaTUeH,
CIJIeHOMerajiied U J[JOMUHUPYIOIEeHd B KJIUHUYECKOU
KapTuHe ocTpoi ¢opmoit AUWIA. Ncnosnb3oBaHue
KOMILJIEKCHOTO TMOJX0Ja C Y4eTOM aHaMHECTUYeCKUX,
naToMopdoIoruyeckux U J1abopaTOPHbIX AAHHBIX MO-
3BOJIMJIO M36eaTb HeO6G0CHOBAHHOTO JIEKAPCTBEHHOTO
MPOTUBOOIYX0JIEBOTO BO3JEUCTBUS, a BbINOJHEHHAs
CIJIEH3KTOMHUS CIIOCOOCTBOBAIA KYMTMPOBAaHUIO reMOoJin3a
Y BOCCTAHOBJIEHUIO 3PUTPOUJHOr0 POCTKA MUEJION033a.
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