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PE®EPAT

Cknepo3upyiolaa aHrmoMatosHaa HoAynspHasa TpaHc-
dopmaunsa (CAHT) — 310 peakoe 4O6POKaUYECTBEHHOE He-
OMyXxo/ieBOe COCYyAMCTOE MOpPaXeHUe Cee3eHKn, KoTopoe
XapaKTepn3yeTCa MHOXECTBEHHbIMU aHrMOMaTOUAHbIMU
y371aMu, pasgenieHHbIMn PUopo3HOI CTPOMON. B 6onbLUnH-
ctBe cnyyaeB CAHT nportekaeT 6eCCMMNTOMHO U GbiBaeT
cnyyanHoi Haxogkow npu Y3W. T-knetouyHas KnoHasbHas
nponudepaums HeonpegeneHHoro 3HadveHusa (T-CUS)
N UMTOTOKCMYecKada T-keTtovHas nonynsauns peakTMBHOro
xapakTtepa MoryT 6biTb MUHAYLMPOBaHbI BUPYCHbIMU MH(EK-
LUMSMU, ayTOMMMYHHbBIMWU UM OMyXoneBbiMU 3a60neBaHnsa-
MU, DTU COCTOAHNA TpebytoT AndepeHumnanbHOW anarHo-
CTUKWN C NENKO30M U3 60/bLUNX FPaHyNAPHbIX TMMGOLMTOB
(T- nan NK-kneTok), KOTOpbI HA MOMEHT MOCTAHOBKWU Aua-
rHosa y 1/3 rnauueHToB conpoBoXxaaeTca 6eCCUMNTOMHOWN
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ABSTRACT

Sclerosing angiomatoid nodular transformation (SANT)
is a rare benign non-neoplastic vascular disease of the
spleen which is characterized by multiple angiomatoid
nodes separated by fibrous stroma. In most cases, SANT
is asymptomatic and usually comes to light as an inciden-
tal finding on an ultrasound scan. T-cell clone of uncertain
significance (T-CUS) and reactive cytotoxic T-cell popu-
lation may be induced by virus infections, autoimmune
diseases, or tumors. These disorders require differential
diagnosis with large granular lymphocyte (T- or NK-cell)
leukemia which in 1/3 of patients is marked by asympto-
matic cytopenia on diagnosis date. This paper reviews
the literature and is the first to describe the combina-
tion of several pathologic events including SANT of the
spleen and reactive cytotoxic T-cell population, identified
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umMtoneHnen. B HacTodwen nybnMkaumn npeacrasfeH o6-
30p AMTepaTypbl U BNepBble ONMCaHO coYeTaHne HECKO/b-
knx natonorui, Bkaw4daa CAHT ceneseHku 1 T-KNeToYHyO
LMTOTOKCUYECKYIO Mponmdepaunio peakTMBHOIO xapakre-
pa, BbISIBMIEHHbIX NPy 06C/1IegoBaHUM MO MOBOAY OMyXO/u
nMpaBoOii NOYKN C arpeccnBHbIM (haTtanbHbIM TeYEeHNEM.

K/TKIOYEBBIE CJIOBA: cknepo3upylowas aHrmo-
MaTo3Has HoaynsapHas TpaHcdhopMaunsa ceneseH-
KK, T-kneTouyHas LUMTOTOKCMYecKasa nponudepauns
pPeaKTMBHOrO XapakTepa, T-KNeTOYHbI fenko3
13 60MNbLUMX FPaAHYNSPHBIX TMMEOLMTOB.
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during the examination for the tumor of the right kidney
with aggressive fatal course.
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BBEJAEHME

CkneposupyoLias aHrmomaTosHas HogynsipHas

TpaHchopMaLIns ceneseHKm

Ck/aeposupylollasds  aHTMOMaTO3Hasl  HOAY/sApHas
TpaHcdopmauus ceneseHku (CAHT) BmepBble omucaHa
Kak ramaptoma B 1978 r. Silverman u Li Volski [1]. CoBpe-
MeHHOe IIpe/icTaBJieHUe 0 JaHHOM BapuaHTe NopaKeHUs
cesieseHKUd chopmupoBaHo M. Martel u coaBT. B 2004 .
[2]. CAHT — HeomnyxoJsieBbIM CTpoMasbHO-Nposndepa-
TUBHBIN NpOIlecC B TKAHU KPAacCHOM MyJbIIbI CeJjie3eHKHY,
CONpPOBOXAAIOIIUICA 06pa3oBaHWEM V3JI0B C [JaJlb-
Helueld ux cocyguctoi TpaHchopmalueit. B mupe onu-
caHo okoJsio 250 ciayuyaeB CAHT, yacToTa uUX cocTaBJisieT
npuMepHo 1 % Bcex nopakeHui cesesdeHku [1-3]. Yaie
BCTpeYaeTCcsl Y >KeHIMH, CpeJHUHM BO3pacT MalMeHTOB
45 set [4]. B pyccKosI3bIYHOM JIUTEepaType TaKXKe YIIOMU-
HaeTcsl 0 CJAy4yasax AaHHOro 3abojieBaHHs, XOTS MHOTJA
ee TPAKTYIOT KaK CKJIepo3upywolias aHTMOMaTo3Has
y3Ji0Basi TpaHchopMauus ceneleHku [5, 6]. [lockoabky
y GosbiinHcTBa manueHToB CAHT mpoTrekaeT 6Geccum-
NTOMHO, 06BIYHO IATOJIOTUS CeJle3eHKU 0O6HapyKUBaeTCs
cnydaiiHo npu npoBefeHuu Y3U, KT uau MPT [6]. UHorza
NalMeHTh! YKa3blBalOT Ha TAHYILY 60Jib B KUBOTE, HO
yale He UMelT HUKaKuX kanob [7]. Knunauyecku CAHT
cesJle3eHKH MOXKeT CONPOBOXJATbCS LIUTONEeHWeHN U aHe-
Muel [8]. Peako xapakTep TpaHchopMalnud MOXeT ObITh
6bICTPbIM [9]. OKOHYATENbHBIN JUArHO3 0OBIYHO CTABAT
Mop$OIOrMYecKH Nocse yjajeHus cejie3eHKH, ropaszio
pexxe — NpH NpPOBeJieHUHU OUOINCHUU NOoJ Y3-KOHTpPOJeM
[10]. [Tocne cnJIeHSKTOMUU ceJie3eHKY OObIYHO OMUCHI-
BalOT KaK MMELIYI0 HOpMaJIbHbIM pa3Mep WJH Clerka
yBesnueHHyo. CAHT pegko uMeeT MysnbTHUOKaJIbHBIN

POCT, NperuMylHleCTBEHHO BbIABJIAETCA OAWH OdYar Iopa-

>keHusd [11].
Ha KT o6pa3oBaHue BBIIVIIAUT HEOAHOPOJHO, C
BbIpaXKEHHBIMU TpPaHULAMY; T[OCJAEe BHYTPUBEHHOIO

BBeJleHHUs] KOHTPACTHOrO BellleCcTBa HabJilofaeTcsl yBe-
JIM4yeHVe BHEIIHUX TpaHUL, B BHUJe NepupepruyecKoro
o6oaka. Ha MPT uzo6pakeHHsi 06BbIYHO JEMOHCTPUPYIOT
nepudepryecKy0o U LeHTPaJbHYI TMIOUHTEHCHBHOCTb
[12]. [Ipu BBINOJIHEHUU TO3UTPOHHO-3MUCCUOHHOUN TOMO-
rpaduy, COBMeIeHHON € KOMIBbIOTEpPHON ToMmorpaduei
(IT3T-KT), craHzapTH30BaHHbBIA YpOBEHb 3axBaTa paJiuo-
dapMmpenapaTa oTpaxkaeT KOJUYECTBO BOCHAIUTENbHbBIX
KJIETOK W HaCbILeHHbIX 'eMOCUJePUHOM Makpodaros B
AHTMOMaTOUHBIX y3J1aX U 00bIYHO KoJiebG/eTcs B Auana-
30He 1,2-2,8. UHCcTpyMeHTa/IbHble METO/ bl UCCJIe0BaHUSA
HecneluGUYHBI, HO MOTYT CJIYXKUTb [IOACIOPbeM JJ1s1 AUD-
depennpanbHoro auarHosa [13]. JlocToBepHBIX clienu-
drYecKUX HHCTPYMEHTAJbHbIX METO/O0B BbISBJIEHUs
CAHT ceneseHkHu He cyuiecTByeT [14].

Mopdosoruuecku CAHT cesie3eHKU XapaKTepu3yeTcs
eJUHUYHBIMHU WJIM MHOXXeCTBEHHBIMU CKJIEPO3UPYIO-
MMM aHTMOMAaTOW/JHBIMU Y3J1IaMU C LIUPPO30N0A06HBIM
CTpoeHHeM 06e3 CTPYKTYPUPOBAHHOM KpacHOU U Gesioi
MyJIbNbl, BLICTYNAIOLIMMHA BHYTPHUY3J0BbIMU GUOPO3-
HbIMU IeperopojKaMyd M CONYTCTBYIOLIMM BOCHAJU-
TeJbHbIM UHQUABbTPATOM. PS10M c HOpMaJIbHOM TKaHbIO
ceje3eHKH MMeeTCsl 4YeTKO BHJMMasd 30Ha CKJIepo3a,
aTUNWYHBIX KJETOK HeT, NpondepaTUBHasA aKTUBHOCTb
MuHuMasbHa. [Ipu CAHT M0XHO OGHapyXHUTb Bce TpHU
THUIIA COCY/I0B HOPMaJIbHOM Ccesle3eHKH, 0JJHaKO Hab.ioa-
eTcsl 3HaYUTeJbHOe MpeobJasaHue Kanuisapos (CD8-,
CD31+, CD34+) no cpaBHeHMIO c cuHycoujamu (CD8+,
CD31+,CD34-) u menkumu BeHamu (CD8-,CD31+,CD34-)
[15].
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[TaTorene3 CAHT fo koHIla HeM3BeCTEH, HO OYEeBUAHO,
YTO B OCHOBe 3a00JIeBaHUs JIEXKUT pa3BUTHE CKJiepo3a
[16]. HekoTopbie aBTOpbl mnpenmnoJiaratoT, uro CAHT
MOeT ObITh IgG4-cBsA3aHHBIM 3a60J1eBaHUEM, TIOCKOJIBKY
B psiJie C/ly4aeB B KPOBU BbISIBJISAETCS BBICOKUM YpOBEHb
IgG4, a B mpemapaTe cesie3eHKU OTMeyaeTcss UHPUIIb-
TpaLus MJa3MaTUYeCKUMHU KieTkamu 1gG4+ [17, 18].

Juddepennpanbubpiit  auarHo3 CAHT ceneseHku
BKJIIOYAeT Jpyrue JoOpoKadecTBeHHble 00pa3oBaHHUS,
Takue Kak raMapTOMbl, FeMaHTHOMBbI, TeMaHI'M03H/0Te-
JINOMBI, aHTMOMBI U3 JIMTOpAJbHBIX KJETOK, abclecchl,
BOCHaJMTe/bHble MHOGUOpO6IaCTHYECKHE TOpaXKeHUs
Y 3JI0KauecTBeHHble HOBOOGpa30BaHUS (B 4aCTHOCTH,
MeTacTaTH4yecKHe OIYX0JIH, aHTMO0CaAPKOMBbI U JIUMPOMBbI)
[19, 20].

B nuTepaType BCTpeyalOTCs ONMCAaHUSA COYeTaAHUSA
CAHT ceneseHKH C XOJIaHTHMOKAapLUHOMOM, KOJIOpEK-
TaJbHbIM PAaKOM M capkoMo#. B mnyb6sinkauusx npej-
CTaBJIEHO TOJIbKO OJHO coobiieHue Z.B. Zhang u L. Li
006 OJHOBpEMEHHOM BbIsIBJeHUU paka nouyku u CAHT.
JluarHo3 B 3TOM cJ/ly4ae IOCTaBJIeH IOCJIe COYeTaHHOU
CTIJIEH3KTOMHUMU U pe3eKI MU MovykH [21].

CAHT cenie3eHKM OOGBIYHO XapaKTepU3yeTcs BSJIOTe-
KYLIUM KJIMHUYECKUM TedeHHeM, Iepuo/ Hab/IoieHu s B
OJIHOM cJlydae AOXOAuJ A0 5 jieT [22].

Jleiko3 u3 60bLINX rpaHYNApHbIX NuMcbouuToB,
audbcdepeHuManbHblin guarHos ¢ T-KneTo4HoOn
KNOHanbHou nponucepauunen HeonpepaeneHHoOro
3HayeHus

Jlefiko3 U3 OOJIbIIUX TPaAHYIAPHBIX JUMQPOLUTOB
(JIBIJT) — penkoe kyoHaAbHOE UM onposudpepaTUBHOE
3abosieBanue u3 CD8-nmosutuBHBEIX T- miau NK-KieTok,
KOTOpoOe onpeJeisieTcs Kak CTolKoe (> 6 Mec.) 6e3 4eTKo
YCTAaHOBJIEHHON NpPUYMHBI yBeJH4YeHUe KoJIMyecTBa
KPYIHBIX 3€pPHUCTBIX JUMQPOLUTOB B KPOBH, OOBIYHO
npesblnawero 2 x 10°/ [23, 24].

JIBIJI 6611 BiepBble onMcaH B 1978 . Kak XpOHUYECKU I
JMMQOLUTAPHbBIN JelKo3 T-KJIeTOYHOT0 NPOUCXOXKAEHHS,
CBsI3aHHbIH Cc HelTponeHuel U cryieHoMeranueit. B 1989 r.
3TOT BapUaHT 3ab0/1eBaHMs OblJ OKOHYATENbHO NlepeuMe-
HoBaH B JI['BJI [25]. B 1989 r. ®panko-aMmeprUKaHO-OpUTaH-
ckas kjaaccubukanus onpefenuna JIBIJI kak oTAe bHYIO
HO30JIOTHIO Cpefijd XpOoHHWYecKUx T-TMMPOUJHBIX Jel-
Ko30B. B mepecMmoTpeHHoi EBpomneiicko-aMepuKaHCKON
kJaccudukauuu JuMPoUJHbIX HOBOOOpa3oBaHuit 1994 r.
JIBIJI 6bl1 BblAENAEH B OTAEAbHYI0O HO30JIOTHIO Cpeau
nepudepryeckux T- © NK-k/1eTouHbIX HOBOOOPa30BaHUM C
JIByMs1 COOTBETCTBYIOILIMMU OATUNAMHU [26].

B ksaccudukanuu omyxosiel reMono3TUYECKOW U
aumbouaHON TKaHel BceMupHoN opraHusaiyu 3/jpaBo-
oxpaHeHus (BO3) 1999 r. netiko3 u3 T- u NK-k/eTok 6bL1
BKJIIOUEH B MOATPYNIY 3pesbix nepudepudeckux T-kie-
TOYHBIX HOBOoOGpaszoBaHui. B 2008 r. npu nmepecmoTpe
KJacCUPUKALUU JOTIOJHUTENbHO ObLI Bblie/IeH BAPUAHT
xpoHudeckoro NK-kJjieTouHoro seiiko3a oT 6oJiee arpec-
cuBHOU ¢popMbl Jieiiko3a us NK-kseTok [27].

[IpuMepHo 85 % 3aperucTpUpOBaHHBIX CJy4daeB
JIBIJI otHOCcaTca k T-moaTuny, MmeHee 10 % Hab60A4eHUN
onuchiBaloTcsl Kak xpoHudeckuid NK-JIBIJI. Mepuana
3a60J1eBaeMOCTH COCTaBJ/IsIeT 66 JieT, COOTHOLIEHHEe IO
nony — 1:1 [28, 29]. Y xeHIIUH, KaK npaBuio, 60J1e3Hb
JUarHOCTUpPYeTCs Ha 3 roja paHblie, YeM Y MYXKYHH.
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MeauaHa o611iell BLDKMBAeMOCTH NalMeHTOB COCTaBJIsSIET
npu6aIM3UTeNbHO 9 JieT [27].

Ocob6eHHocThi0 JIBIJI siB/sieTCcs CBSI3b C JPYTUMU,
yaule ayTOMMMYHHBIMM, 3a60JIeBaHUSIMH KaK reMmaTo-
JIOTM4ecKoll (ayTOMMMyHHasi reMOJIMTHYecKasl aHeMMUs,
MMMYHHas TPOMOOLIMTOIIEHHUs), TaK U HereMaToJoruye-
CKOU mpupoAb! (HapuMmep, peBMaTOUAHBIA apTPUT) U C
JPyTUMHU 3JI0Ka4eCTBEHHbIMU onyxoasimMu [24, 30].

OcHOBHbIe KJIMHUYecKre npu3Haku JIBIJI Bka4awT
HeUTponeHUI0 U aHeMHUw [26]. YacToTa TpoMGOIUTO-
MeHUU HU3Kas U onucaHa B MeHee 20 % cayyaes. [1o ony-
6JIMKOBaHHbBIM oLleHKaM, ¥ 50 % nanueHTOB HabJI0JaeTcs
HelTponeHus, y 20 % — arpanysonutos [31]. HeitTpo-
NeHUs CNoco6CTBYeT BOSHUKHOBEHUIO S13B U MHQEKIUH,
06bIYHO GaKTepHabHbBIX, C BOBJeYeHHEeM MOJIOCTHU PTa,
KOXH, POTOIVIOTKY, JIETKUX U NepUpeKTaJbHON 06/1aCcTH
[30]. ¥ 6oabHbIX JIBIJI MoxeT Haba04aThCsA He TOJBKO
HeUTpolleHHs, HO U ayTOMMMYHHasi TeMoOJIUTHYecKas
aHeMHusl, arpecCuBHbIe JIUMPOMBI, JUCILIA3Us U aliasus
kpoBeTBopeHusi [27]. CrmsleHoMerasusi OTMedaeTcs
MOYTH Y OJIOBUHBI TALIMEHTOB, a PelUUBUPYIOLe UH-
dexuuu — y 40 %. lenaTomeranus u auMdazeHonaTus
BCTpeyaloTcsl oueHb pefko [31]. PeBMaTouAHBINA apTpUT
SIBJISIeTCS OJHUM U3 HauboJiee 4aCTO aCCOLMMPOBAHHBIX
ayTOMMMYHHBIX 3a60/1eBaHul, Tpu 3ToM 10-36 % nauu-
eHToB cJIBIJI cTpazatoT conyTCTBYIOLIUM pEBMaTOULHbBIM
aptputoM. Kpome Toro, y naunuenTos ¢ JIB[JI MoryT 6bITh
Y Jpyrde 3aboJieBaHUs, Takue KaK enaTUThbI, BaCKY-
JINTBI, CHCTEMHAasl KpacHas BOJIYAaHKa, BOCHAJHTeJIbHbIE
3a60JieBaHUs KUIEYHHUKA, ayTOUMMYHHbIe 3a60J1eBaHUsA
IIUTOBUAHOM >KeJjie3bl U UMMYHHasl TPOMOOLIUTONEHHUS.
Ha MOMeHT nocTaHOBKH AiMarHo3a HanboJiee 4acTo BCTpe-
4yalTcsd O0ecCUMNTOMHAss LUTONEHMs, ayTOUMMYHHble
HapylleHUsl, pelUAUBUpYIoIass UHGeKLNs, Bbl3BaHHas
xpoHuveckoil HeiTponeHuei. Ilpu JIBIJI B-cuMnTombl
peJikH, TIOCKOJIbKY 3TO BsJIOTeKyllee 3a60/ieBaHUe, XOTs
y '/, NallMeHTOB yKa3aHHble Bbllle CHUMIITOMBI BCe e
MOTYT MPUCYTCTBOBATH [31].

Oco6oe 3HaueHUe AJis nposrdepanuu 60JbIINX Ipa-
Hy/nspHbIX JelikouuToB (BIJI) uMeeT uHTepsedkuH-15.
OH 3amyckaeT TpPaHCKPUILMIO aHTHANONTOTHYECKOIO
6eska Bcl-2, cHMKaeT MOAY/IALMIO NPOANONTOTUYECKOTO
6es1ka Bid mocpecTBoM npoTeacoMHo# gerpaaanuu [30].
[Tomumo storo, natoreHes JIBIJI cBA3bIBalOT C aKTUBa-
Lyell TpoMb6onuTapHoro ¢pakTopa pocTa, KOTopas Npu-
BOJUT K JUCPEry/IsliuU anonTos3a [26]. MyTauuu B reHe
CUTHAJIbHOTO GeJiKa U aKTUBaTopa TpaHckpunuuu STAT3
TaKXXe CTUMYJIUPYIOT npoaudepanuto kaetok JIBIJ [31].

JuarHos JIBIJI craBsaT npu kosimdectBe BIVI > 2 x 10°/1.
OnyxoJieBble KJETKH MOXHO JIETKO UJIeHTUULUPOBATh
B MasKe KpOBM, T. K. OHM KpyIllHee LMPKYJIUPYIOIIUX
JUMQOLMTOB, UMEIOT TMOYKOBHUJHOE WJH KpyIJoe $/po,
BbIP@XKEHHYIO LJUTOIJIa3MYy, COZlepKalllyto a3ypoduibHble
rpanyabl [27]. [pu JIBIJI onyxoseBble kjaeTku B 80 %
CJlydaeB IOJIOKUTeJIbHBI 10 3kcnpeccur CD3, CD8, CD16,
CD57 v otpunatenbHbl 1o CD4, CD56 1 CD28 [32]. KiieTku
JIBIJT akcnpeccupytoT CD3, TCRaf, CD8, CD16, CD45RA,
CD57 u gBngwTtca CD4-"HeratuBHbIMH, CD5-cia6omnoJio-
xkuteabHbIMH, CD27-, CD28- u CD45R0O-HeraTUBHBLIMH.
[Ipu JIBIJI pacmpocTpaHeH abeppaHTHbIA ¢eHoTun CD5
u/unu CD7 [31]. HekoTophle BapuaHThI 3a60/1€BaHUSI C IKC-
npeccuei CD4 unu CD56 MoryT uMeTh 60Jiee arpeccUBHOE
KJMHWYeCKoe TeyeHue, YTO CBS3aHO C MyTalMsIMU B reHe
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STAT5b. ix 0c06eHHOCTBIO SIBJISIETCS] MHTEPCTULIMAIbHOE/
VHTPACHHYCOU/IHOE pacrpe/ieieHe LIUTOTOKCUYECKUX
T-K/1eTOK, 3KCNIPeCCUPYIOLUX IUTOTOKCHYECKH e MapKephl,
Takue Kak nepdopuH, rpaHsuM B u/unu TIA-1 [27].

OkpalivBaHue OHONTaTa KOCTHOTO MoO3ra reMaro-
KCUJIMHOM W 303MHOM BbISIBJISIET HECKOJIbKO THIEpKJIe-
TOYHBIA KOCTHBIM MO3T C e/lBa 3aMeTHbIM yBeJMYeHHeM
MHTEepCTULHAIbHBIX JUMPOLUTOB. UMMYHOTrHCTOXUMU-
yeckoe (UI'X) uccnenoBaHue mnogyepKUBaeT HHPUIIb-
Tpalyil0  HWHTPACHHYCOWJAJbHBIX  LUTOTOKCHYECKUX
T-KJIeTOK, OKpallUBaKILUXCH I0J0XKUTeJbHO Ha CD8
U rpaH3uM B [26]. MuenouJHbIi psiji KJIETOK MOXET
N0Ka3bIBaTh HapyllleHUe CO3peBaHUsl, 3pUTPOUHBIN po-
CTOK 06bI4HO pacuiupeH [33]. HaburomaeTcs y3ioBaThId
win Juddy3Hbli HenapaTpabeKyAspHON UHPUABbTPAT.
KpynHble numbouHble arperaTbl BCTpeYalTCs pefKo
[29]. B cene3senke HabswgaeTcs JuMboLUTapHas HH-
bunbTpanusa KpacHOW NyJbIbl C COXpaHEHUEM O6eJion
NyJblbl U pacliMpeHHeM ee 3apOoAblIIeBOro LEeHTpa.
JUIs1 TKaHU TedyeHU XapaKTepHa BbIpa)keHHasl CUHYCOU-
JlanbHas U nopTasbHast UHGUAbTpanus [28].

Juis noaTBepxkaenus auarHosa JIBIJI Heo6xoauMo
NPOBECTU reHeTHYeCKoe UCCe/loBaHKe, YTOObI J0Ka3aTh
Hainuuve T-KJ1eTOYHOM KJIoHaJbHOCTU. OGLIYHO HcCIle-
JYIOT KJIOHaJIbHOCTb Iiened T-kjJeTo4yHOro pelenTtopa
(TCRy/B), onpenenstoT psaj xapakTepHbIx s JIBIJT my-
TalUH, TaKUX Kak B reHax STAT3, STAT5b. MyTauuu B reHe
STAT3 nabatofjatoTcst 60Jiee YEM y TOJIOBUHBI NALlUEHTOB
U KOppEeJUPYIOT C HEUTpoNeHuel, aHeMueld U Hebaro-
NPUSATHBIM POTHO30M [24].

10-n1etHAg BebKkUBaeMocTb npu JIBIJI cocraBaseT npu-
6113uTeNbHO 70 %, ¥ GOJILIIMHCTBO JIETAJIbHBIX HCXO/O0B,
CBSI3aHHBIX C 3a60JleBaHHEM, NPOUCKXOAUT U3-3a TSDKEJIbIX
vHbekuil. [Ipy cTaHAApPTHOM IMOJXOZle PEeKOMeHJyeTcs
HCI0JIb30BaTh TAKTUKY «HabJtoAal v xkau». JIBIJ aBaseTca
XpPOHUYECKUM JUMPoNpoupepaTUBHBIM 3ab0jieBaHUEM,
TpeOyIOIMM JleyeHUs] N0 Mepe DPasBUTHUS OCJI0KHEHHH
[27]. CuMITTOMaTH4YeCKOe JiedeHHe NMalleHTOB HaYlHaeTCcs
IPU SIBHBIX CHMIITOMax 3a60JieBaHUs, OOGbIYHO 3TO NpUMe-
HeHVe aHTHOHMOTUKOB NIPU PeLiJUBUPYIOIIUX UHPEKIUX,
3PUTPONO3THHA IPU BbIPA)KEHHOM aHEMWH, T'paHyJ/OLU-
TapHOro KoJioHHecTumyaupywouero ¢akropa ([-KCO)
IpU TsHKeJoN HeWTponeHUHU. [laToreHeTHyeckoe JieueHHe
C WCNOJIb30BaHHEM IepOpa/bHbIX MMMYHOZENPECCaHTOB,
TaKUX KaK MeTOTpeKcaT WiH LukaopochaMusi, CUUTaeTCs
Tepanvel nepBod JMHUU. OJHAKO HaZ0 NMOMHUTH, YTO
rcnoJsibzoBanue [-KCO y 6osbHbIX JIBIJI MOXeT ycyry6UTh
CNJIEHOMeTa/IMI0 WM CyCTaBHble CUMIITOMBI Y NMaLeHTOB,
CTPaJlalolliMX peBMaTOUJHBIM apTpuToM. IlauueHTHl C
JIBIJT u myTanusamu B reHe STAT3 c 6oJibliielt BEPOSITTHOCTBIO
pearvpyoT Ha Tepallvio MeToTpekcaToM [27]. CpeHsAsA npo-
JIO/DKATENBHOCTD TAKOT0 JiedeHHUs cocTaBJisieT 1-9 siet [34].
LIMK/IOCTIOPHH UCTI0/Ib3YeTCs1 B KaUeCTBe a/lbTePHATUBHOIO
npemnapara y 60JIbHbIX, Y KOTOPbIX JIedUeHHe MeTOTPEKCaTOM
u/w nuknodochamuioM He JAajno pesynabraTtoB [31].
[Ipy BBIpaKEHHOM KJMHHUYECKOM TeueHUU 3abosieBaHUsA
NpUMeHsieTCsl KOMOMHUPOBaHHas Tepanus GpyyaapabuHOM
Y MHUTOKCAaHTPOHOM, KOTOpasi OGBIYHO NMPHUBOAMUT K JJIH-
TeJIbHOM NOJIHOM peMuccuu. [lanueHThl ¢ pedppakTepHbIM
TedeHueM JIBIJI MoryT ObITb KaHAWAATAMH Ha TpaHC-
IJIaHTALMI0 QJIJIOTEHHBIX TeMONO3THUYECKUX CTBOJIOBBIX
ka1eToK (annoTI'CK). ITocne annoTI'CK Takke focTuraercs
peMuccus 3a6osieBaHus [31].

K/TMHNYECKAA OHKOTEMATO/ON 4

B MexAyHapoAHBbIX MeAMIIMHCKUX 0a3ax J[JdaHHBIX,
Bkuoyast PubMed, HeT KIMHUYECKOT0 HAOII0AeHUS cove-
TaHus JIBIJI u CAHT cenesenku. MHorma CAHT ceneseHku
ONMCBbIBAeTCA y TNalMeHTOB C HereMaTOJOTHYeCKUMH
onyxoJssiMU [36], oJHaKO CTATUCTUYECKU 3HAYUMOM CBA3U
MeX/ly STUMU COObITUSIMU BCe-TaKU He BbISIBJIEHO.

JIBIJI cnepyet nuddepeHinupoBatb ¢ T-kjaeTo4uHOM
KJIOHAJIbHOU nposindepanueit Heomnpe/eJIeHHOTO
3HaueHus (T-CUS) c anHanoruunbiM JITBJI ummyHode-
HOTHUIIOM, XOTSI OH MOXeT ObITb BapuabeseH U Xapak-
Tepu3oBaThcs GoJsiee HU3KOU akcnpeccueid CD2, CD3 u
noBbiieHHOW CD7. TepMuH «T-CUS» ucnosb3yoT yxe
HECKOJIbKO JleCITKOB JIeT /AJ1s1 0603HaYeHHs KJIOHAJIbHON
nposndepanuu, CXOLHOW 10 CBOUM UMMYHOJIOTHYECKHUM
A MOJIeKyJIsspHbIM XapakTepuctukaMm c JIBIJI. OcHoBHOe
KJMHHUKO-1abopaTopHOe TNpOsiBJIeHUe, TaKoe KakK ILu-
TONeHUs], OAUHAKOBOE y 3TUX JABYX 3a00JieBaHUH, NpPHU
atoM T-CUS cuuTaeTca NpefoNnyx0JeBbIM COCTOSHUEM.
Yci0BHO NOpPOroBbIM KpuUTepueM JUddepeHIMaTIbHON
JIMarHoCTUKU siBsieTcst uucyo BIJ1 < 0,5 x 10°/1 [24, 36].

Y6eAUTeNbHBIX JAHHBIX O AJUTEJTbHOM Ha0JI0AeHUU
3a nagueHTamu ¢ T-CUS HeT, 103TOMY ee peAoNnyxoJeBoe
3Ha4YeHHe U IPOTHO3 [I0 CHUX ITOP 00CYKAA0TCS, TAK XKe KaK
Y CPOKM ee TpaHCPOpMalMHU B 0NlyXoJieBoe 3a60jieBaHue.

B audodepeHunanbHO-AUATHOCTUYECKUHN Dsf, TpU
JIBIJI BXOAWUT TaKMXKe COCTOsIHWE, 0003HayaeMoe Kak
peakTuBHbIN JuMbonuTo3 u3 BIJI. [Ipu nepBuYHOM
VMMYHHOM OTBeTe 3KCHaHCUs T-KJeTOK MOXeT HOCHUTb
MOJIMKJIOHAJIbHBIM XapaKTep, OJHAaKO peaKTUBHas Ipo-
audepanys, Kak MpaBuo, TPAaH3UTOpPHass U CBsI3aHa C
WIeHTUPUIMpPYeMbIM TPUITEPHBIM COOBITHEM, TaKHUM
Kak BUpycHas uHdekus, cieHakromus uau TTCK.

KNMHUYECKOE HABTIOAEHUE

[ManuenT K., 46 neT, c Masg 2024 r. cTas 0OTMe4aThb OOILYI0
c1abocTb, 6ECCOHHMILY, OTEPI0 MAcChl TeJsa, NepUOAU-
yecKUe NOJbeMbl TeMIepaTypbl TeJsa, MOBBIIIEHHYIO
NOT/IMBOCTb C PEe3KUM YXyAlleHHeM ONUCAaHHBbIX CHUM-
NTOMOB B aBIyCTe TOrO e roja. B koHIle ceHTAODA
2024 r. BoimosiHeHo KT opraHoB OpIOLIHOM MOJIOCTH
(OBII), npy KOTOpPOH BbISABJEHBI TeNaTOCIIeHOMeraaus,
auddysHasa kupoBasg MHOUABTpALUS TEeYeHU, MOoJKe-
JIyIOYHOM 2KeJie3bl, 00pa30oBaHUe JIEBOM MOYKHU /10 4 M,
KOHIJIOMepaT BHYTPUOPIOIIHBIX JUMpaTUUEeCKHUX Y3JI0B
70 x 71 mm. B nsiaHoBoM nopsazake 21.11.2024 r. nandeHT
rOCIUTAJM3UPOBAaH B XUPYypTrUUecKkoe OTAe/ieHUe OJHOU
W3 KJUHUK MOCKBBI [JI1 ONEpaTUBHOTO yZAaJleHUs
obpasoBaHua MNOYKW. [Ipy NOCTyNJeHMM B aHaJW3e
KpOBH JIEUKOIUTHI cocTaBsiin 10 x 10°/a, u3 vux 50 %
npejcTaBjeHbl JUMQPOUUTAMM; BbISIBJEHbl aHeMMUs
cpefiHel TshXecTH (reMoryiobuH — 86 r/a) U TpombGo-
nuroneHus (TpoM6GouuTel — 42 x 10°/1), yBenudeHue
NneyeHOYHbIX (epMeHTOB aJJaHMHAMUHOTpaHcdepasbl
(AJIT; 119 EA/n) u acnapratamuHoTpaHcdepassl (ACT;
283 E/l/n). llo panHbiM Y3U ompepensiuch NpU3HAKU
naxoBod JUM$aJeHONaTUH U KOHIVIOMepaT BHYTpHU-
OpIOMIMHHBIX JUMbaTHYecKux y3a0B 72 x 70 mMm. Ha KT
OBIl umesn MecTO cleAylolle W3MeHEeHUs: KapTHUHa
KHCTO3HO-COJIMJHOTO TUNEPBACKY/ISIPHOT0 00pa30oBaHUsA
npaBoid moykd (Mo HedppoMeTpUYecKor OGalIbHOU
cucteMe Renal — yMepeHHasi CJIOXKHOCTb omyxoJiu 8A),
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JuMdaZieHoNnaTusi BHYTPUOPIOIIHBIX JUMbAaTHIECKUX
y3J10B 10 50 x 40 MM, renatomeranus (29 x 20 x 25 cm),
crteHoMerasnus (188 x 66 x 178 MM), KUcCTa JIeBOM MOYKHU
(no knaccudukanuu Bosniak — npocTast kucta nouku 1),
He60JIblI10e KOJIMYEeCTBO KUAKOCTH B GPIOLIHOM MOJOCTH
Y TO0JIOCTH MaJoro Tasa. BeimosiHeHa 6uoNcHsa NedeHH,
NpoJO/KEeHbl JlajibHellliMe o06c/jae/j0BaHus, BKJ/IOYas
KOHCYJIbTALMI0 TaCTPO3HTepo/I0ra U HUHOEKLMOHUCTA.

[To COBOKYITHOCTH MOJY4EHHBIX pe3yJbTaTOB racTpo-
3HTEPOJIOT cZiesiall clefyilolllee 3aK/I4YeHHe: Ha OCHO-
BaHUHU JaHHBbIX aHAJM30B KPOBU (CUHJPOM LIMTOJINU3A 0
4 BepxHUX I'DaHUL, HOPMBbI, rMNepOUINpPYyOUHEMHUS, CHU-
>KeHHe MPOTPOMOUHOBOT0 UHJeKca J10 47,6 %), 330daro-
racTpoJyoZleHOCKONIMH (3pOo3UM JBeHaJlaTUIepCTHON
KHUIIKY, MpU3HAKU XpoHudeckoro racrputa), KT OBII
(npu3HaKM NMOPTaJbHOM TUIlepPTEH3UU C paclUIMpeHHeM
BOPOTHOM BeHBI J10 16 MM, renaTocClaeHOMeraausi, acCLiuT),
anactorpaduu nedyenu (¢pubpos F2) y manueHTa umeet
MeCTO XPOHWYECKUH renaTUT HEYTOYHEHHOTO reHesa C
BepOATHOW TpaHcpopMauueid B LUPPO3, CHHAPOMBI T'U-
nepcr/aeHn3Ma, Ne4eHOYHOKIeTOUHON HeJ0CTaTOYHOCTH
Y IOPTa/IbHOM TUIIEPTEH3UMU.

[To pekoMeHAauMU UHPEKIIMOHUCTA IPOBEJIEHO BUPY-
COJIOTHYECKOe HCCleJoBaHHe Ha [IMTOMerajoBUpPycC, BUPYC
Anurreiina—bBapp, Toxoplasma gondii (konu4ecTBeHHOE
onpejiesieHHe), Haluude aHTuTes IgG K IUTOMerajaoBu-
pycy, BUpycy JnTeliHa—bapp ¢ onpejiesieHueM HHAeKca
aBuAHOCTH. [1o pe3ynbTaTaM NpoBe/ieHHbIX UCCIeJOBAHUH
JIaHHBIX 32 MHQEKIMOHHBIH NTPOLiecc He MOJIyYeHO.

B cBa3uM c HapacTawolledl Tskesol IUTONEHUeN
(remorsio6uHn — 79 r/a, TpomGouutel — 35 x 10°/x),
NosIBJIEHHWEM Ha KO)Xe BepxHed M HIKHeU MO0JIOBUH
TYJIOBUIA eJMHUYHBIX 3KXMMO30B W IeTeXWi, renarto-
crleHoMerasinei (IJIOTHBIM GYTPUCTbIN Kpail cesle3eHKH,
BBICTyHAWIUI Ha 4 CM, JIOTHBIM POBHbBIN Kpail neyeHy,
BBICTyHAWIIUK HA 3 CM U3-1I0J, peGepHOM Ayru) BbINOJI-
HEHO MCCJleloBaHHe KOCTHOro Mosra. B Muesnorpamme
obHapy)xeHa yMepeHHasl TpPeXpOCTKOBasi TMIOINJIa3us
KOCTHOT'0 M03ra 6e3 creljipuiecKoro ero nopaxkeHus.

28.11.2024 r. ¢ uesbl0 KynupoBaThb NpPOsSBJIEHUS TU-
nepcnjeHnsMa (MporpeccUpyOLYI0 aHEMUIO U TSKEYI0
TPOMOOLUTONIEHUID C TeMopparu4eckuM CHHAPOMOM)
BBINOJIHEHBI JIalApPOCKONUYeCKoe KJWIHpPOBaHHE Cce-
JIe3eHOYHOU apTepuy, 6Guomcus nedyeHU. b1 BbIGpaH
MHHHMMaJIbHO BO3MOXXHbIH 00b€M XHpYprudeckoro BMe-
1I1aTeJbCTBA C pacyeToOM Ha NpoOBeJieHHe CIJIEH3KTOMUHU
nocje CTabWIM3aLUM COCTOSIHMA NaunueHTa. [lpy Jana-
POCKONIMU: TeyeHb yBeJWYeHa, MYCKaTHOW OKpacKH, €O
MHO>XeCTBEHHBIMH O4araMu po3oBoro igeta 3-10 MM B
JlMaMeTpe, OAWH M3 HUX HCCeYeH JiJIsi TUCTOJIOTHYECKOTO
rccnenoBanus. CeseseHka pasmepom 250 x 150 x 100 mm,
CUHIOIIHOTO IBeTa (puc. 1) Mo6UIN30BaHa U KJIMIIMPOBaHA
y OCHOBaHHUsI cesle3eHOUHOM apTepuu. [locsie 10-MUHYyTHOHR
3KCIO3ULIMU ceJjie3eHKa YMeHbIIWJach Ha TPeTb 00beMa,
npuobpesia MO3audHY0 OKPACKY.

B nocseonepanMoHHbIM Iepuof OTMeyascs Kpat-
KOBpeMeHHbI 3pPeKT B BHUJIe CHIDKEHUS TNPOsIBJIEHUHN
runepcijieHn3Ma (MoBbllleHe yPOBHA TPOMOGOLUTOB ¢ 35
Jo 69 x 10°/;1, reMorsio6uHa — ¢ 79 10 93 r/J1), KOTOPbIH
NOCTeNeHHO perpeccupoBaJl U3-3a pa3BUTHA KoJlJIaTepasib-
HOT'0 KpOBOTOKa B cesie3eHKe. 03.12.2024 r. 1o BUTaJIbHBIM
MOKa3aHMAM BbIIIOJIHEHA PaJiuKa/lbHasl onepalnus — Jarna-
POCKONMYeCKH aCCUCTUPOBAHHAs CMJIEHOKTOMHUS.
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Puc. 1. Jlanapockonn4yeckasi KapTHa U3MEHEHHOW NeYeHn n cene-
3€HKW A0 BbINO/THEHUS OMOMNCUN MEYEHN U KNTUMUPOBAHWA cenese-
HOYHOW apTepumn

Fig. 1. Laparoscopic presentation of the altered liver and spleen pri-
or to liver biopsy and clipping of the splenic artery

MakpocKonuyecKoe onMcaHue cejle3eHKU: yAaleHHas
ceneseHka (dpoTo Makpomnpenaparta) o6meld Maccou
1460,7 r u pasmepoMm 245 x 140 x 110 MM c IagKou
6siecTsLleld MOBEPXHOCTbIO CUHIOLIHO-KPACHOTO IBETa;
[0 HW)XHEMYy BHYTpeHHeMy Kpaw ¢GOoKycbl HHOApKTa
cepoBaTo-XKeJIToro 1peta u pasmepom 3,0 x 4,5 x 3,0 cMm,
3axXBaThIBAIOLIEr0 NTOBEPXHOCTh KAICyJibl; HA OCTaJbHOM
NPOTSXKEHUU Cesie3eHKa CO MHOXKeCTBEHHBIMU MecTaMHU
CIMBAOIMMUCA 0YaKKaMHU TEMHO-KPaCHOTO U KeJITOBa-
TO-CEePOro 11BeTa, BbIOyXalolIUMH Ha/l TOBEPXHOCTBIO pas-
pesa, c YeTKUMHU rpaHuliamy, pasmepom 0,4-6,5 x 4,5 cMm;
B NPOCBETE COCYZOB BOPOT CeJie3eHKH TeMHO-KpaCHbIN
TpoM6 (puc. 2). [losyyeHo cieayroliee 3aK/a04eHUe: ONU-
caHHas MopdoJioTHyecKkasl KapTHHa HecneLnuduyeckas,
MOKeT HabJII0aThCs NPU Pa3IMYHbIX 001eNnaToJ0ruye-
CKHX Ipolieccax, HEKpO3bl NapeHXWMbl IeYeHH SABJISIOTCSA
MOpP$OI0THYeCKUM 9KBHMBaJIEHTOM relNaToLe//TI0IpPHON
HeJOoCTAaTOYHOCTU. JlocToBepHBIX MOpPQOI0rudyecKux
NPU3HAKOB 3JI0KaYeCTBEHHOI'0 OIYyX0JEeBOI'0 poOCTa B
npejeax uccae,OBAHHOI0 MaTepyaJia He 0GHapY>KeHO.

[IpenapaThl yAajleHHOM cesie3eHKH, O6GHONTATOB
NeyeHW U KOCTHOI'O MO3ra ObLIM HalpaBJeHbl AJs 3KC-
NepTHOM OLleHKU B NaTO0JIOr0-aHAaTOMHUYeCcKylo Jabopa-
Toputo ®I'BY «t HMUI] remaTosorun» Munsapasa Poccuu.

[Ipy mnepecMOTpe MHKpOINpeNnapaToB ceJjie3eHKHU
oT 11.12.2024 r.: cpe3bl TKaHU C MAacCCUBHBIMH KpPOBO-
W3JUSHUAMU W HapyLIeHHONW THCTOAapXUTEKTOHUKOH,
KpacHas MyJiblla pe3Ko pacliupeHa, 0JHOKPOBHA, IUM-
dousaHble PONNIUKYIbI peLyLMpPOBaHbl, NpeiCTaBJeHbI
nepuapTepyuajbHbIMU 30HAaMU. B TKaHU ceJjie3eHKH Ha
OTZAEJbHBbIX y4YyacTKax OTMedaeTcsl MHUKPOHOIYJSpHOe
CTpOeHUe C KOMIapTMeHTaJu3aliell TOHKOCTEHHBIX
COCYJl0B C Y3KMMU NPOCBETAMH, 30HaMH KPOBOU3/IUSHUSA
C OT/IOXKEHUEeM 3epeH reMocuiepuHa, GopMHUpoOBaHUEM
Tenen, [aMHbl—laHAu, ydacTkaMuM GUOPOTUCTHO-
LUTapHON mnposudepanyy C BKJIWYEHUEM CTPYKTYP
NepuapTePUOJIIPHbIX 30H W3 MeJKUX JUMPOUIHBIX
KkJeToK. Ha ocTaJbHOM NpOTS>)KEHUU CceJie3eHOYHble
TskU GUOPO3UPOBAHDI, COAlepKaAT PhIxayto Audpdy3HyI0
JAUMGOIIa3MOLMTapHyl0 MHOUAbTpaLMI0, MNpPUMeCh
HEUTPOPUIbHBIX TPAHYJIOLUTOB, THCTUOLUTOB (puUc. 3).
[Ipu UI'X-uccinenoBaHuu:  y3eJKOBble  CKOIJIEHUS
MeJKUX JUMQOUIHBIX KJeTOK (IepuapTepuoJIsIpHblIe
30Hbl) CD3+, CD4+, BF1+, HeGoJblllasg 4acTb U3 HUX



340 H.WU. Cryknos v gp.

\H‘
I RELS O U b

T

I

{3l i vl i UL

I

»

i

Puc. 2. Makpockonuyeckuii npenapaTt yAaNeHHOW Cee3eHKN

Fig. 2. Macroscopic specimen of the resected spleen

CD8+. lluToTOKCcHYeCKHMe KJEeTKH C 3KcIpeccuei
rpaHsuMa B, TIA-1 HeMHorouucseHHbl. OTzAesbHbIE
pa3po3HeHO pacnoJsoXKeHHble aKTUBUPOBAHHbIE YKPYII-
HeHHble B-k/JeTKM, eAUHUYHBlE MeJKUe B-kyeTku
CD20-nosutuBHbIL. [Ipu peakuuu c antutenamu k CD31,
CD34, CD8: kanuisipHOTO TUNa, 3kcnpeccupyoT CD34
n CD31, no CD8-HeraTuBHBI, KJeTKH CUHYCOUJHBIX CO-
CyAoB (JIUTTOpHaJIbHbIE KJIeTKH) akcnpeccupytoT CD8 u
CD31, Ho CD34-neratuBHbI. CoCybl MEJIKUX BEHO3HbIX
cocyroB skcnpeccupytoT CD31, Ho CD8-HeraTuBHBI,
BepeTeHOOOpa3Hble KJETKH, OKpY>Kalolliie MUKPOHOAY-
JisipHble CTPYKTYpbl, CD34-103UTUBHBI.
MuKpocKonnuyeckoe ONHCAaHUEe OHONTATa IevyeHHU:
cpe3bl TKaHU IIeYeHU C HapylleHHbIM [J0JIbKOBbIM
6a/I04YHBIM CTPOEHHEM, OTMEYAOTCSl 0YaroBble KPOBOU3-
JINSIHUSA, B IPOCBETE CUHYCOUJAIbHBIX KallUJLISPOB efu-
HUYHble JIEHKOLUTDI; YAaCTh reNaTOLUTOB C IPU3HAKaMHU
6e/1koBOM AUCTPOdUH, OPTa/lbHble TPAKThI C yMEPEHHO
BbIPQ)KEHHBIM CKJIEPO30M U PbIXJOH JUMOONIa3MOLU-
TapHOU UHbUAbTpanuelt. TakuM o6paszoM, chopMyaupo-
BaHO CJieJlyIolllee 3aK/JIl0UeHHe: B TKaHU CeJle3eHKU U Ile-
YeHHU 3JIeMEHTOB 3JI0KaueCTBEHHOTO OIIyX0JIEBOTO POCTa,
JlaHHBIX B 0/b3y B T- 1160 B-k1eToyHOM 1UMPOMBI MU
T-knetounoro JIBIJI He o6Hapy»xeHo. B cese3eHke mMop-
dosiornyeckas KapTuHa c yueToM AaHHbIX UI'X-ucciaeno-
BaHUS XapaKTepu3yeT J00pOKaueCTBEHHYIO COCYLUCTYIO
nposndepanuto ¢ opmupoBanueM CAHT.
I'ucronoruyeckoe u UI'X-ucciegosanusa Tpena-
HoOMoONTaTa KOCTHOTO Mo3ra: TpelnaHOOHONTaT [o-
CTaTOYHBIM N0 06beMy C NpPHU3HAKaMHU MeXaHUYeCKOH
JedopMaruy, KOCTHbIe 6a/IK{ C IPU3HAaKaMU pe30poLuY,
KOCTHOMO3TOBble I0JIOCTH LIMPOKHE, B HUX KOCTHBIN MO3T
HECKOJIbKO TOBBIIIEHHON KJIETOYHOCTH (OTHOCUTENbHO
BO3pACTHOM HOPMbI), KJIE€TOYHOCTh cocTaBJisieT 60-65 %.
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Puc. 3. BuonTtat ceneseHkwu.

"MCTOApXMTEKTOHUKA HapyLleHa,
4yTO 00YCNOBNEHO Nponudepaunen TOHKOCTEHHbIX COCYAOB C OT-
NOXEHUEM remMocuaepuHa, KPoBOU3MNAHUAMKU, (DOPMUPOBAHUEM
HOAyNenoAo6HbIX COCYAUCTbIX CTPYKTYP C BK/IIOYEHWEM pe3unay-
anbHbIX NepUapTEPUONAPHBLIX 30H, C y4acTkaMu (hnbporncTmoum-
TapHoi nponudepaumnu, Tenbuamm NamHbl—aHan. Okpacka rema-
TOKCW/IMHOM 1 303MHOM, x50

Fig. 3. Spleen biopsy. Impaired tissue architecture due to the proli-
feration of thin-walled vessels with hemosiderin deposition, hemor-
rhages, nodule-like vascular structures with residual periarteriolar
zones, areas of fibrohistiocytic proliferation, and Gamna-Gandy
bodies. H&E stain, x50

CoOTHOILlIEHWe TpPaHYJOLUTAPHOTO M  3PUTPOUAHOIO
pocTkoB 1:1, rpaHyJIOLUTapHBbI POCTOK B yMepeHHOM
KOJIMYeCcTBe IpeJCTaB/eH 3JeMeHTaMHU Ha BCeX 3Tanax
InddepeHIUPOBKY, OMOJIOKEH. JPUTPOUJHBIA POCTOK
pacuivpeH, INpeJCcTaBJeH KOMIIAKTHBIMU CKOIJIEHUSIMU
3pPUTPOKAPHUOLMTOB PAa3HOM CTelNeHU 3PesoCTH C OMOJIO-
>KeHHeM, MHOTOYMCJEHHbIMU Meranao6/acTHbIMU Gop-
MaM{. MerakapmoLUThl pacro/ioXKeHbl 04aroBo HePaBHO-
MepHO B YBeJIMUEHHOM KOJIMYECTBE, C MEXXTPaOeKyIsIpHO
pa3po3HeHHbIMU HOPMO- Y TUIepJI06YIAPHBIMU HOPMO- U
TMIOXPOMHBIMM  fi[paMHd  OOBIYHOTO U HeGOJIbLIOro
pa3Mepa, ONpefiesiloTC ToJosiiepHble U Oe3bs/lepHble
dopmbl. CpeAu 3/1eMEHTOB MMeJIONO033a ONpejeisieTcs
MeJIKOOoYaroBasi pbixjasg UHQUJIbTpALMs M3 HeBGOJbIIUX
JUMQOUJHBIX KJIETOK C YIJIOBaThIMM fipaMy, B T. 4. C Ia-
paTpabeKyJspHBIM pacnoJiokeHHeM. Ha HeKoTopoM npo-
TSHKEHUM OTMEeYaloTCsl CTpOMajibHble KPOBOU3JIHUAHHUSA C
PBIXJIBIMU KJ1acTepaMH He6O0IbIINX TUCTUOLUTOB. 3peJible
IJIa3MaTHYecKre KJeTKHM MHTEePCTULUAIbHO paccesiHbl U
pacnoJsioxKeHbl iepuBackyasspHo (puc. 4). [lpu UT'X-uccne-
JoBaHUU: efuHHU4YHble B-kieTkn CD20+ pa3po3HeHHBbIe,
pe3ko npeobsanaeT T-kaeToyHass uHuabTpauusa CD3+ ¢
WHTEPCTULIMAIbHBIM U MeJIKOOYaroBbIM PacCloJIOXKEHHEM,
eJMHUYHBIMU BHYTPHUCOCYAUCTBIMU (POKyCaMM; KJETKH
CD8+ no cpaBHeHuto ¢ CD3+ HeMHOTO4YHMC/IEHHDI, 6€3 BbIpa-
>KEHHBIX NPHU3HAKOB BHYTPHCOCYAUCTOrO PACIOJIOKEHHUS.
JlumdouHble KJETKH OTPULIATENbHO OKpALIMBAIOTCA Ha
yukiauH D1 (puc. 5). 3ak/atoyeHHe: B TpenaHOOUOITATeE
KOCTHOTO MoO3ra OTMeyalTcs MopQoJoruiyeckue Npu-
3HAKM aHEMHUYeCKOT0 CUH/APOMa C pe3KUM paclIMpeHueM U
OMOJIOXKEHHEM 3PUTPOULHOIO POCTKA U yYaCTKH, KpaiiHe
NOJ03pUTE/IbHbIE 110 MPUHAJJIEXKHOCTU K JUMPOMHOMY
nopakeHuo npu T-k/jeTouHo uMdoMe (renaTocnieHu-
yeckoi T-kyieTouHOM JTUMPOME).
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Puc. 4. ['nctonornyeckoe nccnegoBaHne tpenaHobuonTaTa KOCT-
Horo mo3ra. KOCTHbIi MO3I MOBbILLEHHOM KIETOYHOCTU, YTO 06Y-
C/IOB/IEHO paclUMPEHNEM 3pUTPOMAHOIo pocTka. Menkne numdo-
VAHbIE K/IETKM OnpeaensaTcss MOpgonornyeckn B HebO/bLIOM
KO/MYyecTBe, paccesHbl MHTepcTUumManbHo. OKpacka reMaToKCu-
JIMHOM N 303MHOM, X400

Fig. 4. Histology of the bone marrow core biopsy sample. Hyper-
cellularity of the bone marrow due to the expansion of erythroid
lineage. Small lymphoid cells morphologically identified in small
amount are scattered interstitially. H&E stain, x400

JonosnutenbHoe UIlX-ucciepoBaHue  mokasaso
caenyouiee: KjaeTKd T-KJIeTOYHOro JUMQPOUJHOTO HH-
dunbrpaTta skcnpeccupyoT CD4 (MeM6paHHas1 peakLus),
CD5 (mem6paHHas peakyusa), TCR (BF1), rpansum B
(guTomasMaTHUyeckas rpaHyaspHas peakuus). [Ipu pe-
akuuu ¢ aHtuTesaMyd K CD30 mo3uUTUBHBI OTAeEJ/IbHbIE
nauMdougHble KaeTKU. Peaknus ¢ aHtutenamu k TIA-1
COMHUTe/IbHas (NMpHU CONMOCTaBJAEHUU HWMMYHOTMCTOAp-
XUTEKTOHUKHU C aHTHUTeJaMU K rpaH3umy B). TakuMm 06-
pasoM, 6611 chOpPMYJUPOBAH OKOHYATEJNbHBIA JHUArHO3:
Mopdosioruyeckas KapTuHa M JaHHble HWI'X-ucciaepo-
BaHUs B HauWboJblIel CTeleHU MOTYT XapaKTepru30BaTh
cyoctpat  T-kjeToyHoro JuMMdonposMdepaTUBHOIO
3a6osieBaHus1 — T-kaeTouHbli JIBIJI (puc. 6).

[Tocsie cIJIeH3KTOMUU B TeueHUe 2 He/Jl. OTMedaJsioch
NOoCTelleHHOe KyNHMpOBaHWEe IUTONEHUH, CHHXKEeHHUe
ypOBHA depMeHTEMHUHM [0 HOPMaJbHBIX 3HAaYeHHUH, a
yepe3 4 HeJl. KOHCTAaTUPOBaHa MOJIHAsA HOpMaJU3aLus
nokasaTesieil KpoBU. TaKTHUKa «HAOAOJAal U KIU»
BbIOpaHa Kak HauboJiee MOAXOJsAIIAs B CBSI3U C HEOO-
XOJMMOCTbIO peabUJIUTaLNU NaLMeHTa [10CJe CIJIeH3K-
TOMUM.

YuuTbiBag NOJO3peHHe Ha  3/10KayeCTBEHHYIO
onyxoJsib, 18.02.2025 1. mainueHTyY BbINOJIHEHA CYyO6-
TOTaJ/bHasA pe3eKLUusi NpaBod Noukd. [lo moJsydyeHuUs
TMCTOJIOTUYECKOTr'0 3aKJII0YeHUs BOIPOC O GHONCUHU WU
vcceyeHUH KOHIJIoMepaTa JuM$aTUYeCKUX Y3J10B He pac-
CMaTpUBaJICHA, Ipe/iBapUTENIbHO YCTAaHOBJIEH pPaK MOYKHU
T1bMONO. IlocseonepaloOHHbBIN NepUOA MPOXOAUT 6Ge3
OCJIOXKHEHHH, B KPOBM CYIleCTBEHHbIX HW3MeHEHWUH He
oTMedeHo (3puTponutel — 4,4 x 102/, reMorIo6UH —
112 r/a, TpoMGonuTel — 157 x 10°/.1, tedKOUUTBl — 5 X
10°/n1). luarHo3 paka NOYKH ObLJI NOATBEPXKEH, OHAKO
NaLMeHT OT JaJjbHellllero HaG/IOJEHHUS Yy OHKoJIOra U
reMaToJiora oTkKasaJcs.

CAHT v pak noy4ku 3

Puc. 5. TpenaHo6monTaT KOCTHOro Mo3ra. Peakuus ¢ aHTuTenamum
k CD3. OnpepenseTtcs BblpaXeHHas o4aroBO-UHTEpPCTULUManbHas
T-kneToyHas WHQUNbLTPaUMsa ¢ oKycaMn BHYTPUCOCYAMUCTOrO
pacnonoxeHus. MMMyHoepMeHTHbI meToa, x200

Fig. 5. Bone marrow core biopsy sample. Anti-CD3 reaction. Pro-
nounced focal-interstitial T-cell infiltration with intravascular foci.
Immunoassay, x200

Puc. 6. TpenaHobuonTaTt KOCTHOro Mo3ra. Peakuusi ¢ aHTMTENnamu
K rpaHsumy B. Onpepensietcsi yMepeHHO BblpaXeHHas (no cpas-
HeHuto ¢ T-knetkamum CD3+) uHTepcTUUManbHas C eOUHUYHBIMU
hoKycamn BHYTPUCOCYAMUCTOrO PACMONIOXKEHNSA LIMTOTOKCUYECKast
nonynaums, aKcnpeccupylowas rpaHsvM B. VMIMMyHoepMeHTHbIN
meTtog, X200

Fig. 6. Bone marrow core biopsy sample. Anti-Granzyme B reaction.
Moderately pronounced (compared to CD3+ T-cells) Granzyme B
expressing interstitial cytotoxic population with single intravascular
foci. Immunoassay, X200

B cepeauiHe anpeJis TOro e rojia COCTOSIHUE NaljueHTa
pe3Ko YXyALIUJI0Ch, YTO NOTPe6OoBaIo IKCTPEHHOMN IoCIu-
TaJIU3alluM B OT/eJIeHUe peaHUMalyU. [Ipu noctynieHuu
BbISIBJIEHbl ACLUT, KapTHHA OCTPOro remnaTuTa U Ieye-
HO4HOU HefocTaToyHoCcTU: AJIT 447 E/l/n1, ACT 1976 E[l/ 1,
o6muit 1 npsiMol 6unaupyorH 182 u 147 MKMoOJIb/J1 COOT-
BETCTBEHHO, HOPMaJIbHble N10Ka3aTe/ 1M aKTUBUPOBAaHHOI'O
YaCTUYHOr'0 TPOoMOOMN/IacTUHOBOro BpeMeHH (31 c), npu
3TOM MeX/yHapoJHOe HOpMa/M30BaHHOe OTHOLIeHHe
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6bl10 1,7, oTMedasach TsbKeslasi TUNOAIbOYMHUHEMUS
(19,7 r/n). B kpoBu UMeJia MeCcTO aHeMUsl (reMOIJIOOUH —
80 r/a, aputpouutsl — 2,2 x 10'?/11), TpoMGOLUTONIEHUSA
(Tpom6ouuTel — 60 x 10%/s1), JIEHKOUMTHI COCTABJSIIN
7,8 x 10°/1. KnuHu4Yeckas KapTHHA J0TOJTHUJIACh TSXKeJI0H
MOYEeYHOU HeAO0CTAaTOYHOCTbI0 (CKOPOCTh KJIY6OUKOBOM
éunprpauuu 16 mi/muH). HecMoTpss Ha NpoBOJUMYIO
Tepanulo, OTMedaJoch JajbHeMllllee MpOrpeccCHpoBaHHe
MOJIMOPTaHHOM HeocTaTOYHOCTH, U 21.04.2025 1. KOHCTa-
TUpOBaHa CMepTb NalnueHTa. [laTosioro-aHaTOMHUYecKoe
Yccle/JoBaHNe YCTAaHOBUJIO HENOCPe/CTBEHHY0 NPUYUHY
CMepTH BCJIe/CTBHE OTeKa JIeTKUX Ha QpOoHe MeyeHOYHOH
HeJI0CTaTOYHOCTH.

OBCYXAEHUE

JlaHHOe KJIMHMYecKoe HabJ/loleHre YHUKAIbHO 10 psAy
npuyuH. [lanueHT o6paTuica ¢ HecnenUupHUYeCKUMHU
CUMIITOMaMM, OJHaKO CTpeMUTe/JbHOe YyCyrybJeHue
COCTOSIHUS ObLJIIO MPUYMHON MOJIHUEHOCHBIX pellleHuH
B AuarHoctuke U JedeHuM. JluarHoz CAHT ceneseHkw,
aHAJIOTUYHO JaHHBIM JIMTEPATyphl, y/jaJ0Ch NOCTaBUTh
TOJIbKO II0CJe CIJIEHSKTOMMH, OJHAKO B OTJIMYUE OT
ONMCaHHBIX CJyyaeB B JJAHHOM KJIMHUYECKOM CUTyaluu
OHa NMPOBOJMJIACH MO BUTAJbHBIM [TOKa3aHUAM B CBS3U
C BbIp@XEHHOM CIlJIeHOMeraJsivel, GbICTponporpeccupy-
IOLIMM TUIEPCIJIEHU3MOM U HOCUJIA 6oJibllle JledeOHbIH,
HeXeJI JUarHOCTUYeCcKUH xapakTep. LluToToKCcHyeckas
T-k/eToyHas Momy/snusa Oblla BbisBJEeHA IOCAe UMMY-
HOMODP$OJOrMYecKoro Hccaef0BaHUsA KOCTHOTO MO3ra
Y NpoTeKasa 6e3 AIBHbIX IPU3HAKOB JIeWKeMU3aluH, YTO
Hetunu4yHo ajs JIBIJI, Tpe6oBano auddepeHunanibHON
JUAarHOCTUKM C [JaHHOW mony/aslueldl peaKTUBHOIO
xapakTepa. [loMuMo 3TOro, oT/iM4ve JAHHOTO KJIMHHU-
YeCcKOro HabJIJleHusl ellle U B TOM, YTO CO4YeTaHHUe
CAHT cesie3eHKM C TpPaH3UTOPHOM LUTOTOKCUYECKOMU
T-kyieTouHON mposndepalneil CONMPOBOXKAANOCH rema-
TUTOM BBICOKOM CTelleHHW aKTHBHOCTH, KOTOPBIH, KaK U
LIMTOMNEeHUs], ObLJ MOJHOCTbIO KYIUPOBAH NOC/I€e CIJIeHIK-
ToMuu. HopManusanus s1abopaTOpHBIX NOKa3aTesed co
CHW)KEHHEeM aKTHBHOCTH LIUTOTOKCHYECKOW MOMYJISILUHY,
BEPOSATHO, CBAI3aHa C pa3pellleHUeM NporpeccupyroLiero
aKTHBHOI'O TeNaTUTa, UTO CBU/ETENbCTBYET B I10JIb3y ee
peakTUBHOI'0 XapaKTepa, a reNaTUT MOT CJIYXUTb TPUT-
repoM JaHHOM aKTUBALMM LIUTOTOKCHYECKUX T-KJIeTOK
[24]. MlonyyeHHas moJiHast KJIMHUKO-TeMaToJIOTHYecKas
peMuccusi TO3BOJIMJIA TPOBECTH pe3eKIUI0 NpaBoi
NOYKM U JlOKa3aTb HaJM4yde HereMaToJIOTMYecKoH
3/I0Ka4eCTBEHHOM ONyXO0JIU. JTO MOATBEPXK/JAeT JAaHHbIe
JINTEpaTypbl O BEPOSITHOM BTOPHUYHOM TIeHe3e Kak
CAHT, Tak ¥ UMUTOTOKCHYeCcKOH T-KJIeTOUHOM NMONyAsiLuU
peakTUBHOI'0 XapakTepa. MOJIHUEHOCHBIH e peLUAUB
3a60JieBaHUs B BUJe OCTPOTroO renaTuTa C HapacTawLien
NeyeHOYHOU HeJOCTaTOYHOCTbIO NPUBEJ K Pa3BUTHIO Tsl-
KeJIOTO renaTOPeHaJbHOTO CUHAPOMA, KOTOPbIA HapsAy
C OTEKOM JIErKUX CTaJl IPUYMHOM JIeTaJIbHOTO UCX0Aa.

3AK/TIIOMEHUE

CAHT cene3eHKHU sIBJISIETCA PEAKUM 3a00J1IeBaHHUEM, KOTOpOe
06bIYHO MMeeT 6JIaroNpUATHOE TedeHHUe, HO MHOT/IA MOXKET
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COYEeTaTbCs C COJUJHBIMU omyxoJsiMU. /laHHOe Hab6JIto-
JleHVe yKa3blBaeT Ha BO3MOXKHOCTb UHOTO noBeAeHrs CAHT
ceJie3eHKHU ¢ 60Jiee arpecCUBHBIM KJIMHUYECKUM TeUeHUEM.
BoilosIHEHHE CIUIEHSKTOMUU UrpaeT KPUTHYECKYIO pPOJb
JlJIS IOCTAHOBKY IUArHO3a, T. K. YeTKHe HHCTPYMEeHTa/IbHble
KpPUTEPHUHU 3TOr0 COCTOSAHUSA OTCYTCTBYIOT. CoueTanue CAHT
ceJle3eHKU C pakoM IOYKH, reNaTUTOM, COMYTCTBYHOLIEN
LUTOTOKCUYECKOU MOMy/siljuell peakTHBHOrO XapaKTepa
MOET OTArOLATh TeUeHU e ITUX COCTOSTHUM C Henmpe/icKasy-
e€MbIM Pa3BUTUEM COOBITUH BIIOTh JI0 JIETAJTbHOTO UCXO/IA.
B niuTepaType paHee He ObLIO OMMCAHUN COYETAHUS TAKUX
peAkux 3aboJieBaHUM, a UX B3aMMHOEe NOTEHIMPOBaHUE,
MpHUBe/LlIee K pa3BUTHIO TSKEJIOU [IUTONEHNUH, TOPAKEHHUIO
NevyeHy, NMoYeK U JIeTaJIbHOMY HCXOAY, TOBOPUT O 3HAYM-
MOCTH TOYHOM U CBOEBpEMEHHOM UX JUArHOCTUKU. B TO ke
BpeMsI OTKPBITBIMU OCTAIOTCSI BOMIPOCHI O TAKTUKE BeJleHUs
TaKHX MAlMEHTOB, B YaCTHOCTU 0OOCHOBAaHHOCTH IMOZAX0/IA
«HaAbJIIOAAN U KU,
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