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Mna3mobnactHas nMMpoMa — pefiKoe, arpeccuBHOe B-KkneToyHoe 3n10KayecTBEHHOE HOBOOOPA30BaHWe C HU3KUMMU MOKa-
3aTensMu OTAANEHHOI BbIXMBaeMOCTH. Yalue BCero BCTpeyaeTcs y naLuueHToB, MHQULMPOBAHHbIX BUPYCOM UMMYHOAE(H-
uuTa yenoseka (BNY), Ho Takxke perucTpupyroTca ciyyaum, CBA3aHHble C TpAHCMAAHTALMEN CONUAHBIX OPraHoB, pexe —
Y MMMYHOKOMMNETEHTHbIX NaLMeHToB. 3aboneBaHne Yalye BCTPEYAETCA Y nauueHToB Myxckoro nona (75 %) B Bo3pacTe
0T 8 10 62 neT (MeanaHa Bo3pacta 50 neT). Oyar onyxoneBoro nopaxeHus 06bIYHO TOKanU3yeTcs B nonocTu pra. K peakum
JIOKanM3auusm nnasmobnacTHoit TMMb oMbl OTHOCATCA NNEBPa, AUYKM, MONOYHbIE Xene3bl, IeTkue, Koxa. B kavecTse ka-
3YMCTUYECKUX 30H NMOPAXEHUA MOXKHO OTMETUTb LEHTPaNbHYIO HEPBHYIO CUCTEMY.

B cTatbe onucaH KNMHMYECKMid ciyyait nnasmobnactHoii numMdomsl y peberka ¢ BUY-uHdekumeit ¢ pegkoii nokanusayuei
B X1a3MabHO-CENAPHOI 06nacTu. TeueHne 3a60N€BAHUA OCNOKHUIOCH BTOPUYHBIM FTUMIOKOPTULM3MOM W TMMOTUPEO3OM,
LebULMTOM COMATOTPOMHOTO rOPMOHA U HeCaxapHbIM ANAGETOM.
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Plasmoblastic lymphoma is a rare, aggressive B-cell malignancy with poor long-term survival. Plasmoblastic lymphoma
occurs most commonly in patients infected with human immunodeficiency virus (HIV), but cases associated with solid
organ transplantation have also been reported, less commonly plasmoblastic lymphoma registers in immunocompetent
patients. The disease is more common in male patients (75 %) aged from 8 to 62 years (median age 50 years), and most
often the tumor lesions are localized in the oral cavity. Rare localizations of plasmoblastic lymphoma include pleura,
testicles, mammary glands, lungs, and skin. As casuistic areas of lesions, the central nervous system can be noted.
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The article describes a clinical case of HIV-positive pediatric patient with rare plasmoblastic lymphoma of chiasmosellar
zone. The disease was complicated with secondary hypocorticism and hypotyreosis, a deficiency of somatotrophic

hormone and diabetes insipidus.
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BeepeHue

ITna3zmo6mactHas mumboma (I1BJI) BriepBrie ObLIa
ormucana B 1997 . H.J. Delecluse u coaBT. y MauleHTOB
¢ BupycoMm nmmyHoneduiira yeaoseka (BUY) [1]. [Tozxe
ciaydyau I1BJI ObL1M OTMEUYeHHI Mociie TpaHCIUIaHTAluKu
OpPraHoOB, a TAKKE Y MALIMEHTOB C TIEPBUYHBIMUA UMMYHO-
nedunmTaMu, pexe — y ”IMMYHOKOMITETCHTHBIX ITallieH-
TOB [2].

Knerku I1BJI xapakTepu3yoTcsl HpU3HaKaMy UMMY-
HOOJIACTOB ¢ UMMYHOJIOTMYECKMMU MapKepaMHU IIa3MO-
muTapHoi nuddepeHnpoBky, Bkimodas CD38, CD138,
MUMI, Blimpl, XBP1 1 MYC, ¢ BapnabenbHOI 3KCIpec-
cueit CD45, CD79a, EMA u CD30. Xots o6srano ITBJI
He sKcrpeccupyet Mapkepsl B-kinetok (CD20 n PAXS),
CD20 moxeT OBITh CJIA0OIONIOXUTEIBHBIM MPUMEPHO
B 10 % ciyuaes [3, 4]. [TocTy1upoBaHHBIM HOPMaJIbHBIM
KJIETOUHBIM aHaJIoroM oIryxoJjieBoro cyocrpara I1BJI cuu-
TaeTcs I1a3Mo0JIacT — KpYITHasi akTUBUpoBaHHas1 B-kieT-
Ka, KOTOpasl IMMOABEPIIach COMAaTUYECKOM TUTIepMYTalllii
1 peKOMOMHAIINK C TIEPEKIIOUCHUEM KJIACCOB MMMYHO-
IJIOOYJIMHOB Y HAXOMUTCS B Ipoliecce nuddepeHIIMPOBKI
B IJIa3MaTUYECKYIO KIIETKY [5].

buonornueckue ocHoBhI IuMpomareHesa ipu I1bJ1
ellle IMTOJTHOCTHIO He n3y4eHbl. CoBpeMeHHbBIC TaHHBIC CBH-
JIeTeJIbCTBYIOT O TecHoi cBg3u [1BJI ¢ umMmyHOnepuInT-
HBIMM cocTOSTHUSIMH [ 1, 6—8]. B pamKkax 3TOro nojoxeHus
oTMeueHa Oosiee yacTtas peructpauus ciaydaeB [1BJI
y BUY-nooxXuteabHbIX MAIUeHTOB U IPU APYIUX COCTOSI-
HUSIX, COIPOBOXIAIOIINXCSI UMMYHOAePUIIUTOM (TIep-
BUYHBIC U Pa3BUBILNECS ITOC/IC TPAHCIUIAHTAIIN OPTaHOB)
[2,9, 10].

I1pu neransHOM aHanu3ze ciaydaeB I[1BJI cpeau nmmy-
HOKOMIICTEHTHBIX ITAIIMEHTOB B 3HAUUTEILHOM ITPOIICHTE
00HApPYXMBAIOTCS OTHOCHUTEJIbHBIE TTPU3HAKK UMMYHO-
CYIIpEeCCUM: ayTOMMMYHHBIE COCTOSIHUSI, XPOHUYECKIE
3a00JIcBaHNsI, HAJTMYKWE B aHAMHE3€ 3JI0Ka4eCTBEHHBIX
HOBOOOpa30BaHUI WK BO3pacT crapiiie 60 JIeT, YTo acco-
LIMAPOBAHO C MMMYHOCEHECIICHIIMEH (ITOCTEIIEHHOE 10~
IaBJeHe UMMYHHOM PEeaKTUBHOCTHU M3-3a CHIDKCHUS
KOJIM4YeCTBa HauBHBIX T-1MMdoLMToB, HaKoIeHus T-Kite-
TOK TTaMITH M (PYHKLIMOHAILHBIX U3MEHEHU B-KJIeToK).
B nmuteparype nipencraBieHbl JaHHBIE O 4 CITydasix, Koraa
I1BJI pa3Bunack Ha (hoHE MECTHOTO BocTajieHUs. ToIbKo
5 % cayyaes I1BJ1, no nanHbiM EBporieiickoii accouyany
o u3ydeHuio tmmdom Lysa Group, pa3BuBaiCh BHE UM~
myHocympeccuu. I1BJI moxer Bo3Hukars y BUY-mosno-

KUTEJIbHBIX IMAllMEHTOB 03 BBIPAaKEHHOTO MMMYHOCY-
npeccuBHOTO cocrostHus. Tak, 6onee 50 % caygaes I1BJI
y il ¢ BUY B 3ToM ucciegqoBaHUM ObUTA AUATHOCTUPO-
BaHBI Ha (poHEe IpreMa KOMOMHUPOBAHHON aHTHUPETPO-
BUpPYCHOI Tepanuu 1 ¢ ypoBHeM CD4 >200 KJ1eTOK /MKII.
PacnpocrpanenHocts BUY-nonoxurensHsix 1 BUY-ot-
puniatenbHbIX ciydyaeB [1BJI yeTko He ompeneneHa U co-
crapisieT 44 %, 110 JaHHBIM HEKOTOPBIX HAayYHBIX 0030POB,
63 % B peectpe ciyyaeB National Cancer Data Base wiu
41 % B xoropre Lysa Group [11, 12].

Bricoxuii mporieHT cydaeB [1BJI cBs3an ¢ mHbeKmei,
BBI3BaHHOM BupycoM DmireitHa—bapp (BOB). O6Hapy-
xkenune Masasix PHK BOb 6bu10 ormicano y 80 % BHUY-1o-
JIOXKUTEIBHBIX MalMeHTOB U ipuMepHo y 50 % BUY-ort-
pULIATENBHBIX. DTO CBUIETEILCTBYET O BaxKHOM poii BOb
B maroreHese I1BJI [10—13]. OgHako B mpeacTaBIeHHBIX
B JIUTepaType UCCIeI0BaHUSIX IpuBoaaTcs 1 BOb-orpu-
uatensHble cydau [1BJ1. CnenoBatensHo, He Bcerna BUY
wit BOb nHaymmpyoT DomoTHUTEIbHBIC TTATTEPHBI 9KC-
npeccun oHKoreHoB Tipu [TBJI [14].

IMomumo accouuauuu I1BJI ¢ umMmyHocympeccueit
u BOB, B psine paboT oOHapyKeHbI TeHETUICCKUE U3Me-
HeHUsI, 3aTparuBaionire ouHkoreH M YC, KOTopble TPUBO-
T K runepakcnpeccun 6enka MYC. Haubosee gacTeiMu
U3MEHEHUSMHU SBIISIOTCS TpaHcnoKauuu MYC ¢ reHaMu
MMMYHOII00YIMHOB (B ~50 % cily4aeB), a TAKXKe aMILIU-
duxamusa MYC [15, 16]. Bosee Toro, rurnepakcipeccust
MYC moxeT ObITh OOHapyKeHa ¢ TTOMOIIbI0O UMMYHOTHC-
TOXUMHMYECKOI'O MCCACIOBAHNUS B 3HAYUTEIHHOM YacTH
CJTy4aeB, YTO CBUJIETEIILCTBYET O LIeHTpaJibHO# poau MYC
B natorenese I1BJI [9, 17]. Taxke myratium B reHe PRDM 1,
KOTOPBIi KogupyeT 0eok Blimpl, 6611 HemaBHO oruca-
HbI B 8 13 16 npoaHanusupoBaHHbix ciydaes [1BJI. Otu
mytauuu B PRDM1 MOTyT U3MEHSATH PETYISILINIO pa3-
JIMYHBIX MUIIeHei, BKmodasgs MYC, npu numpomax [18].
B onHoOM 13 rccaenoBaHuii ObLI0 OOHAPYXKEHO, YTO MOTe-
ps dKcrpeccun 6enka Blimpl cBsizaHa ¢ rurnepakcnpec-
cueit MYC 1 CHIDKeHUEM 3KCITPECCUY MOJIEKYIT OITyXOJIe-
Boro cynpeccopa p53 npu gud¢y3HOM KPYITHOKIETOYHOMN
B-xierounoit numdpome ABC-tuma [19].

ITnazmo6macTHas muM@oma yallle BCTpedaeTcsl y MyK-
yuH (75 %). CpeaHuii BO3pacT Mpy OCTAaHOBKE AUAarHO3a
cocranisieT okoso 50 yet, y BUY-nonoxxuTeIbHbIX Talu-
€HTOB OH HIke — 40 JieT, Torga Kak y nauueHToB 6e3 BUY
CcpenHMii Bo3pacT IpeBbiiaet 50 jJeT. DTo moATBepKaaeT
KOHIIETIIIMIO O TOM, YTO BO3PAaCTHOE CTapEHHE MOXKET
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UIpaTh CYLIECTBEHHYIO poJib B OoTHOLIeHUU noau BHUY-
otpulaTenbHbIX ciaydaeB I1BJI. HauGonee yacras noka-
JIN3AIMs] OIYXOJIM — 3KCTpaHOHAIbHBIE OpraHbl TOJIOBBI
U 111eu (MOJIOCTh PTa), KeTyIOYHO-KUIIIEYHbIN TPAKT, Tie-
YyeHb. XapaKTepHO BOBJIIEYECHUE B OIYXOJEBBINA IpOlece
KOCTHOTO Mo3ra. M3 Ipyrux sKCTpaHONAIbHBIX 30H He-
PEIKO MOopaxKaloTCs YSIIOCTH, TUIEBPA, SIMIKU, MOJIOYHBIE
XeJie3bl, Jierkue, Koxka. [lepudpeprnyueckue mmmpaTraeckiie
y3ibl nopaxatotcs npu I1BJI B mojioBuHe Bcex ciiydyaes.
BonpmmHcTBO mamueHToB MMeIoT no3aHue craguu (111
win [V) ¢ 9acTeIM BOBJIEYEHHEM KOCTHOTO MO3Ta M HAJIU-
yyeM B-cumnromoB (40 % nauuenToB). OgHAaKO OTMeYe-
HBI pa3Indms B KIIMHUIECKOI KapTUHE OOJIBHBIX C Pa3HBIM
MMMYHoOJIOTU4ecKuM crtatycoM. Y BUY-orpuniaTenbHbIX
nauueHToB Jokanusauusi I1BJI Goyee pazHooOpasHa,
yeM y BUY-nonoxuTenbHbIX, a MOpaxeHue KOCTHOIO
mo3ra u B-cumntomsl BcTpevaroTcsl pexe. BopieueHue
JMM(paTUISCKUX Y3JIOB IIPY MOCTAHOBKE IMArHo3a IIpo-
HUCXOIUT PEIKO, TOrIA Kak, 10 JAHHBIM Psiia aBTOPOB, OHO
onucaHo B 30 % caydaeB [1BJI mocne TpaHCILIaHTALMK
opraHoB [1, 6, 7, 9—11, 20—23].

ITockonbky I1BJI — peakast oryxo:ib ¢ KpaliHe HeOJia-
TOIPUSITHBIM IIPOTHO30M, IO HACTOSIIIETO BpEMEHHM HE CY-
IIECTBYET €AMHOTO cTaHmapTa Tepanuu. CorracHO peKo-
meHgauusaM NCCN (HaumoHanbHasg BceoOmias
oHKoJsiorndeckas cetb), pexkum CHOP (mukirodochamurn,
JIOKCOPYOUIIMH, BUHKPUCTYH, IIPSTHU30JI0H) HE SIBIISICT-
cs1 cxemoli Beibopa. Heynauu neyeHust IMKTYIOT HEO0XO-
IUMOCTh MHTeHCU(UKAIIUKM Tepanuu. B KImHu4YecKoi
IMpakKTHKe HAIId IIPUMEHEHUE TaKue PeXMMBI, KakK
EPOCH (aTomo3un, BUHKPUCTUH, JOKCOPYOUIIH, IIH-
kinodochamun, npeaausosion), CODOX-M/IVAC (ue-
penoBaHue KypcoB CODOX-M (umkitopocdamun, BUH-
KPUCTUH, JOKCOPYOULIMH, Bhicokue m03bl (3000 Mr/m?)
metotpekcara) u IVAC (mdochamua, 3Tono3una, BLICOKHME
no3bl (2000 mMr/m?) nurapabuHa), hyper-CVAD (umkio-
dochamun, BUHKPUCTUH, JOKCOPYOUIIVH 1 JeKCaMeTa30H
YEPEeoYIOTCS C METOTPEKCATOM U LIMTAPaOMHOM B BBICOKUX
no3ax) [S]. TpamuIImoHHO ITeANaTPUICCKIE PEXKMMBI 0JI0-
KOBOI Teparuy BEICOKOATPECCUBHBIX IMM(DOUITHBIX OITy-
XoJieli ObUIM aIanTUPOBAHBI JIJIsI JIeYeHUSI B3POCIIbIX 00JIb-
HbIX (mporokos mNHL-BFM-90) [24].

OmHako pe3yIsTaThl IPUMEHEHUS 1 00JIe¢ MHTCHCHB-
HBIX PEXKVMMOB IIPOTHBOOITYXOJIEBOM TEpPAITNH ITOKa OCTa-
I0TCSI HEYIOBJICTBOPUTEAbHBIMU. JIOKaabHAs JTydeBast
Tepamnusl IPOBOIUTCS B COYETAHUHU C XUMHUOTEPAIIUCHA.
TeM He MeHee OITBIT UCTIOJIB30BAHMST OOTyICHUS IMMUTH -
pPOBaH MaJjioi BEBIOOPKOI OOJIbHBIX. AyTOJIOTMYHAS TPaHC-
IUTAHTAIIAS TEMOITOATUYECKHNX CTBOJIOBBIX KJIETOK (ayTo-
TI'CK) B 1-if peMuccun MOXET YAYYIIUTh PE3yJIBTAaThI
nedenust 6onbpHBIX [1BJI [3]. B uccnenoBanum, BKIIIOYMB-
meM 9 6opHBIX I1BJI 6e3 comryrerByromieit BUY-undek-
iu, TIpu BeimonHeHnu ayTo-TTCK 5-1eTHsIs1 001mast BeI-
KrBaeMocThb coctaBuia 60 %. [IpoBeneHue alIoreHHOM
TpaHCIUIAHTAIlMM TeMOIIO3TUYECKUX CTBOJOBBIX KJIETOK
(ammo-TT'CK) 6ompabM I1BJI, mHDUIIMPpOBaHHEIM BUY,
MoKa3ano orpaHMYeHHYI0 3¢ deKTuBHOCTh. C yyeToM

IJ1a3MO0JIaCTHOM T (PepeHIIMPOBKHU OITYXOJIEBBIX KJIIETOK
NpeAnpuHITH nonbiTKU JedyeHus I1BJI mpenapatamu,
HCIIOJIB3yeMBIMH TP MHOXECTBeHHOI muenome. B He-
OOJIBIIMX CepUSIX HAOIOAeHNI TToKa3aHa (P (PEKTUBHOCTD
MHIMOuTOpa mporeacoM O6opre3oMuda B MOHOpPEXUME
WM B KOMOMHAIIAM C XMMUOTepanueit [25].

HMmeroTcst coob1ieHUs O JOCTUXXKEHUU BPEMEHHOTO
MIPOTUBOOITYX0JIeBOTO 3(pdekra npu peumanbax I1BJI
ITocjie IPUMEHEHUSI UMMYHOMOYJIMPYIOIIETO areHTa Jie-
HaymnoMuaa. JJaHHBINA mpenapaT ITUPOKO UCITOIb3YeTC s
IUISL JIEYEHUSI MAlMEHTOB C MHOXECTBEHHOU MUEJIOMOM.
B Hacrosiiee BpeMsi UMEIOTCSI €eIMHUYHbIE COOOLIEHUS
0 TOCTIDKEHUU KPAaTKOBPEMEHHOTO IIPOTHUBOOITYX0JIEBOTO
addeKTa IMpU NCIOJIb30BaHUH JICHAIMIOMKIIA B MOHOPE-
XuMe y mauueHToB ¢ peppaxkrepHoit I1BJI. AHamornyHo
B 2 cIydasix onucano poctkenue pemuccuu ITBJI mpu mc-
ITOJIP30BAHMU JeHaIMaIoMuaomMa B couerannu ¢ CHOP
U JIEHAIUAOMUIA ¢ LUKIodochaMuIoM 1 JeKcaMeTaso-
HoM [3].

Ipyrma aBTOpOB omucalia BapuadeabHYI0 SKCIIPECCUIO
CD30 ripu I1BJI, cocraBnsiomyio B cpeaHeM okoio 30 %
caydyaeB. B myOmukanusax ecTh ONMMCaHMSI IPUMEHEHUS
OpeHTyKcuMaba BenoTuHa npu peuuaubax I1BJI, Ho, He-
CMOTpsI Ha CyLIEeCTBOBaHUE Pa3HOOOpPa3HbIX JIEUEOHBIX
MOIXOH0B, Pe3yJIbTaThl MPOTUBOOITYX0ueBoit Tepanuu [1bJ1
OCTalOTCsI HEYAOBJIETBOPUTEIbHBIMU [35].

ITporno3s y nammenTos ¢ I1BJI, kak npaBuiio, Heb1a-
TOIPUSITHBIN: MearaHa OOI11el BBKMBA€MOCTU COCTaBJISI-
eT 6—19 Mec, a yeTkux paznuunii Mmexay BMY-monoxu-
TeabHBIMU 1 BUY-oTpuiiaTeTbHBIMU TTALIMEHTaAMU HET [2,
6, 10—18, 20—23]. ITpu aHanu3e MeIMaHbl BBLKMBAEMOCTH
BUY-nonoxurenpbHbix naueHToB ¢ [TBJI 6b110 nokasa-
HO, 4yT0 oHa coctasisier 10 mec, a mpu BUY-orpuniaresns-
HoM cratyce — 11 mec. Y mauueHTos ¢ I[1bJ1, pazBuslieii-
s TIOCTIe TPaHCIUIAHTAIIMKM OPTaHOB, JAHHBIN ITOKa3aTelIb
coctaBun 7 Mec [2]. Hecmotps Ha To yto BUY-craryc,
ITO-BUINMOMY, HE OTIpeAeIsieT Pa3IMIriA B IIPOTHO3E U BbI-
KMBAaeMOCTH ITallMEHTOB, HEKOTOPHIC UCCICIOBATEIIN OT-
meualoT, yTo y BUY-1monoXuTeabHbIX MAalMEHTOB MOXET
OBITh JIYYILIMH UcX0[ 10 cpaBHeHUI0 ¢ BUY-otpuiiaTesb-
HbIMHU [11, 23]. DTa nydinas BBDKMBAEMOCTb MOKET OBITh
yacTu4yHO oObsAcHeHa Tepanueit CAR-T-knerkamu
(chimeric antigen receptor of T cells) 1 60Jee MOTOABIM
Bo3pacToM BMY-nonoxuTeabHbIX MALMEHTOB M0 CpaB-
HeHuio ¢ BUY-oTpuuateabHbIMU OOJIBLHBIMU, BKIIIOUEH-
HBIMHU B uccliegoBanue [12].

ITpornoctuueckoe BmusHue BObB-cTaTyca BappupyeT
B 3aBUCMMOCTH OT MCCJICAOBAHWI 1 TIOATPYIIII HAIIEHTOB.
HexoTopbie aBTOpBbI HE OOHAPYXXUJIM IPOTrHOCTUYECKUX
pasmuunit y BOB-11010X1UTEeIbHBIX TTAIMEHTOB, B TO Bpe-
MS KaK Ipyrve UCCIIenoBaTeIM MpeArnonaraior, uto y BOb-
ITOJIOKUTEJIBHBIX MAITUEHTOB IIPOTHO3 MOXKET OBITH JIyYIIIe,
yeM y BOB-orpunarensbix [2, 23, 26].

KnuHuueckui cnyyait
Y nauuenma P., 11 nem, c ycmarnoénrenHvim beccumn-
MOMHBIM UHMEKYUOHHBIM CMAmycom, 6bi3éanHbim BUY
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(Ha gpore anmupemposupycHoli mepanuu AAMUEyOUHOM), OMm-
Meuanuch nepuoduteckas 20108Has 604b U 0dusas caabocms.
Ilocae npucoedunenus noauduncuu u noauypuu 0o 2,5 a/cym
nayuenm 6si1 00c1€008aH 8 IHOOKPUHOAO2UHECKOM UeHmpe.
B meuenue 2o0a noayuan KoncepgamugHroe neverue.

Pezyrbmamui KoHmMPoAbHO20 00CA€008aHUS YPOBHSL 20D -
MOHO08 8 Kposu npedcmasnenst 6 maba. 1. Ilpu nposedenuu
MACHUMHO-PE30HAHCHOU MOoMOo2papuu 20108H020 M032a 00-
HapysiceHo o0seMHoe 00pa3o8anue XuasmanibHo-CcesnsipHoll
obnacmu pazmepom 17 x 22 x 30 mm. Yemanoenen npedsapu-
menbHbLil OUACHO3: ONYXO0Ab XUAZMANbHO-CEAAAPHOU 004acmi.
Pexomendosano onepamuenoe neverue. Tevenue 3a601e6anus
COnpogoNCcOanry 6MOPUHHbLLI 2UNOKOPMUUUIM, 8MOPUYHDbLI
2unomupeo3, deghuyum comamomponHo20 20pMOHA, Hecaxap-
Hblli duabem.

Yepes mecsiy, nocae obcredosanus nayuenmy 6uiaa npo-
6edena peseKyus HOBOOOPA308AHUS, 2UCMOA02UMECKU 8epU-
@uyuposana eepmuroma. llpu nepecmompe eucmonoeutecKux
npenapamoe duaeros usmerner na I1bJI. IIpu ummyrnoeucmo-

Tadmuna 1. Hnuyuanvhoie rabopamopnvie dannvie nayuenma P. npu 06-
€1e008aHUU 8 IHOOKPUHON0UHECKOM UeHmpe

Table 1. Initial laboratory data of patient R. during examination
at the endocrinology center

IToka3zarennb 3Hauenne LG ST

3HAYEeHHe

TupeoTtpornHbIii TOpMOH, MMe /M

Thyroid stimulating hormone, 3,98 0,58—3,59

mlU/mL

TupokcuH cBobonHbli (T4),

TIMOJIb/JT 6,70 9—19,05

Free thyroxine (FT4), pmol/L

KopTuzon, Mmxr/mn

Cortisol, pg/dL 2,1 2,30—26,40

Wncymun, MckME /Mt 1.20 3-20

Insulin, pIU/mL
|

AKcCmanbHbIn cpes /
Axial projection

CoBMelLlUeHHbIN akcnanbHbIn cpes /
Combined axial projection

XUmuueckom uccaedoganuu ommeuanucs sxcnpeccuss CD45,
CD79a, CD20, svipancennasn dughgysnasn peakyus MUM
u goxanvnas BCL6. Ilpu nposedenuu eubpuduszayuu in situ
obHapyucena 3kcnpeccus EBER 6 kaemkax onyxoau,
umo ceudemenvbcmeosano o Haruvuu 6 sopax IHK BOb.

IIpu nocaedyrowux macHUMHO-pe30HAHCHBIX MOMO2PA-
Qusx 20106H020 M032a YCMAH08AEH NPOOJOANCEHHbLI POCM
3/10KauecmeeHH020 H08000pasoeanus. B meuenue 10 mec
podumenu nayuenma 3a MeOULUHCKOL NOMOUbIO He 00paua-
AUCH, NAYUEHM AeYeHUsl He NOAYHAN.

IIpu o6pawenuu ¢ HHUHU demckoii onkonoeuu u eemamo-
noeuu (HUH JI0ul) HMHUI] oukonoeuu um. H. H. Baoxuna
cocmosiHue nayuenma cpeoreli cmenenu maxcecmu. Ilayuenm
npedss65.1 Hcanodsl HA cA1A60CMb, 20108HbLe O0ALL, MOUHOMY.
Temnepamypa mena npu ocmompe 36,5 °C. Hocogoe dvixanue
He 3ampyonero. Tlpu ayckyabmayuu 6 neekux dvixauue ee-
BUKYASIPHOE, NPOBOOUMCSL 80 8Ce OMOenbl, XPUNbL HE GblCAY-
wuearomesa. Sp0O, 98—99 %. Busyaavho obaacme cepoya
He uzmerena. llpu ayckynsmayuu monst cepoya sicHvle, pumm
npasunvhblil. Moveucnyckanue 6e3601e3HeHHOe, CAMOCMOSL-
menvHoe. Lleem mouu ne uzmenen. Ilepugpepuueckue aumpa-
muyeckue y3aul NpU NAAbRAYUU He yeeauyensl. Kueom npa-
BUABbHOILL hopMbl, He yseauueH, NpU NAAbNAYUU MASKUL,
be3z60ae3nennbiil. [hazodeucamenvhovix Hapyulenuii Hem.
YyecmeumensHocms He Hapyuiena. Jluyo cummempuuto @ no-
Koe u npu mumuke. Cayx ne napywen. Inomanue, ponayus
U NOOBUICHOCMb Ms2K020 HEOA He HapyuieHbl. O0seM aKmug-
HbIX deudiceHuUil 80 6cex KoOHeuHocmsx 6 Hopme. [Ipu npoge-
deruu npobwvt Pombepea ycmoiiuus.

Ilpu nosumponHo-amuccuorHoll momoepaguu, coeme-
weHHoll ¢ Komnvromeproi momoepagpueii (IIT/KT), eceeco
mena ¢ “F-¢pmopoesoxcuenroxosoii (*F-@IUI) noayuenvt
OaHHble 0 HaAU4UU ONYX04e80Lll MKAHU ¢ 2unepmemabdonuie-
cioti akmusnocmoio *F-DJII ¢ 0bpazoseanuu, pacnonoicet-
HoM 6 cynpacearsapHoil ooaacmu (puc. 1, 2).

C yuemom 603pacmarouux pucko8 0CA0ICHeHUll peKo-
MeHA08aHa 20CNUMANU3AYUSL 8 MAKCUMANbHO PAHHUE CDOKU
04151 nposedenUss NOAUXUMUOMEPANUL.

CoBMelLUeHHbIN carnTTanbHbIN cpes /
Combined sagittal projection

Puc. 1. [lozumponno-amuccuonnas momozpagpus, coeMeuleHHas ¢ KOMRbIomepHoil momozpagueil, ¢ '* F-gpmopoesokcuentokosoil 6oavroeo P.: onpedeasiem-
s onyxoneeoe 00pa306aHUe XUA3MANbHO-CEANAPHOL 00AACMU ¢ 2UNEPMemMAaboAu1ecKoll AKMUEHOCMbIO
Fig. 1. Positron emission tomography combined with computed tomography with " F-fluorodeoxyglucose of patient R.: tumor mass of the chiasmosellar zone

with hypermetabolic activity is determined
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Puc. 2. Ilozumporno-s3muccuorrHas momoepagus no memoody npoeKyuii
MAKCUMAAbHOU UHMEHCUBHOCIU 6Ce20 MeAA: NOMUMO 04a2a 6 CYNpacetsp-
Hoil o6nacmu (cm. puc. 1), 6 dpyeux uccaedoganHvix omadenax 6e3 onyxone-
BbIX 04a208; PEAKMUBHbIE USMEHEHUS 8 BEPXHUX UWEIHbIX U NPAGOM NOOMbI-
WEHHOM AUMpamu1ecKux y3nax

Fig. 2. Positron emission tomography using the whole body maximum intensity
projection method: except for tumour in suprasellar region (Fig. 1) in other
sides no tomour lesions; reactive changes in the upper cervical and right
axillary lymph nodes

Hecmomps na noayuenHvle pexomendayuu, pooumenu
nayuenma um He nocaedosanru. boavHoli noayuan seuenue
no mecmy Jcumenvcmea, 20e 6bL10 NPoedeHo 6 Kypcoe He-
NPOSPAMMHOL HOAUXUMUOMEPANUU, BKAIOYABUIECH BUHKDUC
mun 1 me, yuxaogpocghamuo 200 me, dokcopybuyun 25 me,
memompexcam 1000 me, 3HOoaOMOANLHO — MemompeKcam
10 me u yumapabun 20 me. B xode npogedenus xumuomepa-
Nneemu4ecKk020 SMana Ae4eHuss UHCMpYMeHmMAanbHblil KOHM-
P06 pazmepa Onyxone6020 00pa308aHUS He BbINOAHAACA, €20
Mmemaboauueckuii cmamyc He oyenusancs. Ilocae 3ageputenus
6 Kypcog xumuomepanuu npogeoeHa Ay4eaas mepanusi Ha 20-
A08HOIL M032: pa3oeas ouaeoeas dosa 2 Ip, cymmapnas oua-
eosas doza 36 Ip. Ilocae ayueeoii mepanuu nayueHmy Ovin
8bIN0AHEH 7-1i Kypc noauxumuomepanuu (6unkpucmun 1,5 me,
yuraogocgpamud 1000 me, doxcopybuyun 50 me, memompex-
cam 1000 me).

Yepes I mec nociae 3aeepuieHuss mepanuu no Mecmy Jicu-
meavcmea podumenu nayuerma oopamunucoy ¢ HUU /[0ul,
2de no dannvim [IDT/KT ¢ “*F-DJT koncmamuposaro npo-
epeccupogatue 3abonesanus. Om npednodceHHoll 20cnuma-
Auzayuy pooumeny NAYUeHmMa omKa3anucs.

06cyxaeHune

ITnazmobmacTHas muM@oma IBIeTCs peIKUM 1 arpec-
CHBHBIM MOP(POMMMYHOJIOTHIECKIM BapraHTOM B-kie-
TouHBIX JIuMoM. 1o manHbIM BeceMupHOI opraHnzanmu
3apaBooxpaHeHus, [1bJI HanbGonee yacTo BcTpevaeTcs
npu BUY-undeximm, Ho 3HaYUTEIbHAS JOJIST CIydaeB Ipy-
XOIMTCS M HA MAIIMEHTOB MOCJIe TPAHCIUIAHTALIMKI OPTaHOB,
a TakxKe Ha UIMMYHOKOMITeTeHTHbIX 00JbHbIX. ITBJI acco-
muupyercs ¢ BOb, u 6osee yem B 50 % ciiyyaeB otMedyeHa
TpaHcIoKaus win amrdukauus rena MYC. Jng mo-

CTAHOBKM IPaBWJIBHOTO OWAarHO3a pellapllee 3HaYCHUE
HWMEIOT OCBEOMJIEHHOCTh 00 3TOM 3a00JIeBAaHUH, a TAKXKE
WMMYHOTUCTOXMMHUYECKOE UCCAEN0BAHUE U KOPPEJISILIUS
¢ KIIMHUYECKUMM JaHHBIMU. [IprMeHsseMas B HacTosIIIee
BpeMsI XMMUOTEPANys He 1aeT XOPOIIMX pe3yJIBTaTOB, OfI-
HaKO BO3MOXHBI IJIUTEIbHbIE peMUcCUU. MHoroobea-
IOIIUMM SIBIISIIOTCSI KIIMHMYECKHUE MCCAeIOBAHUS HOBBIX
WMMYHOTEPANIEBTUYECKUX CPEICTB U APYTUX IIPENapaToB,
HaImpaBJICHHBIX Ha TeHBI, YIaCTBYIOIIME B aKTUBAIIUM CUT-
HanbHoro myti NF-«kB, HekoTophle 13 KOTOPBIX YK€ TIpo-
BOZISITCS C Y4aCTUEM AETEH.

B 3apy6exxHoii mureparype I1BJI 6b1a omcana y 21 pe-
O6enka (13 Hux 18 (85 %) MallbYMKOB), CpEIHMII BO3pACT
Ha MOMeHT obparieHus coctaBui 10 get. BUY-nonoxurennb-
HeIMU Oblu 18 manmenToB, BUY-oTpuniatenbHbIMU — 3.
Boree 80 % nereit umenu noznHioro craputo [1BJ1. Hanbomee
YaCTOM JIOKATM3aLMel OIyx0/iu Obula 110J10CThb pTa (33 %).

[IpencrapneHHbIN B HACTOSAILEN pabOTE KIMHAYECKUI
ciyyaii I1BJI runopusza y BUY-nHpuLmpoBaHHOTO pe-
OcHKa SIBJIICTCSI YHUKAJIBHBIM, TIOCKOJIBKY HU B 3apy0exK-
HOM, HA B OT€YECTBEHHOM JIMTEPATYPE MBI HE BCTPETUIIN
nogoOHbIX onucaHuii. K coxaneHuio, HemporpaMmMmHasi
XUMMOTEpanusi, IpoBeIecHHAs OOJIPHOMY IO MECTY KH-
TEeJIbCTBA, OKa3ajach HeaddekTuBHOM. [1Ipu medeHun
6onmbHOro B HUM JIOUI 6bli1a OBI TIpOBEeneHa OJIOKOBast
mmporpamma 1o mnpotoxkonxy B-NHL-BFM-95 (mo3a meTo-
tpekcara 5000 Mr/m?) ¢ BKiIoYeHueM 60pTe3omuba Ha ¢o-
He KOMOWHUPOBAHHOM aHTUPETPOBUPYCHOM Tepanuu
U COIIPOBOIUTEILHOM TePATIHH.

B oteuecTBenHolt tuTeparype M.B. ®upcoBa 1 coaBT.
npenctaBunau ciaydaii I1BJI y 6onpHoro 19 ner ¢ BUY-
OTpUIIATEIbHBIM CTaTyCOM. Y MaIleHTa BhISIBJICHA peaKasi
nokanuzauus I1BJI — nepBruHOE MopaxkeHrue KOCTHOTO
Mo3sra. B nanHom HabmoaeHnu ¢ 3 GEeKTOM pean3oBaHa
IIporpaMMa MHTEHCUBHOTO MHOTOKOMITOHEHTHOTO JIeKap-
CTBEHHOTO BO3ICMCTBUS HA OITYXOJIb C BKIIIOUCHUEM Tap-
TeTHBIX ITpernapaToB (0opTe30Mu0, napaTyMmyma0), a Takxke
¢ TmocsemoBarebHOM ayTro- 1 auto-TI'CK [5].

B psine xnmuHuk y nmauueHToB ¢ [1BJI mo-npexxHemy
ncnonnsdyercss CHOP-mmogo0OHast cxeMma, KoTopasi B HaCTO-
giiee BpeMsI IPU3HAeTCs HeIOCTaTOYHO 3 (hEeKTUBHOIM
Tepanueii 1-it nuHuun. MccnegoBaHus 10 yaydllleHUIO
nporHo3a y nauueHToB ¢ [1BJI na pone BUY-undexymn
JIOJDKHBI OBITH HAIIPaBJICHB Ha MOBBIIICHUE (D (hEKTUB-
HOCTU MUMEeHHO 1-i nuHuu tepanuu. Ilo jaHHBIM paHee
OITyOJIMKOBAHHBIX MCCIICIOBAHNI, THTCHCUBHBIC PEKUMBI
XuMuoTepanuu, Kourpoiab BUY-nndeknnu, a takxke
BKJIIOUEHHME B IIEPBUYHOE JeueHUe OopTe3oMuba mapas-
JIEJIbHO C MTPOBOAUMOI KOMOMHUPOBAHHOM aHTUPETPOBU-
pycHoi1 Tepanueit moryT yaydiaTts npordo3 I1BbJI. Kon-
companus 1-il peMUCCUM ¢ TTOMOIIBIO BHICOKOIO3HOM
xummoTtepanuu ¢ ayto-TT'CK mMoxeT OBITh 000CHOBaHHOI
peKOMeHAAIeH TTpY HATMIUU IyBCTBUTEILHOCTH K ITPO-
TUBOOITYXOJICBOMY BO3IEHCTBUIO M YIOBJICTBOPUTCIFHOM
COMAaTHYECKOM CTaTyce MallleHTa.

DddekTuBHOCTh Tepanuu 2-it auHum 1npu T1BJI
Ha ¢poHe BUY-nHpeKnm mporHo3npyeMo 3Ha9MTeIbHO

OHROTEMATONOIUA 3’2024 tom 19
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HIDKe: 001IUiA OTBET He gocTuraet 40 %, a BBLKMBaeMOCTh
B TeyeHue 1-ro roma cocrasiser uyTh 6osee 30 %. OqHa-
KO TOSIBJICHHE HOBBIX METOIOB MMMYHOTEpanuu (HUBO-
JyMa0), X KOMOMHALIMKA ¢ XUMUOTepanueit, UMMYyHO-
KOHBIOTAaTOB (OpeHTyKcMMald BEOOTWH) IO3BOJISICT
paccuYuTHIBaTh Ha OOJIBIINI YCIIeX, yeM paHblie. Bo3aMox-
HO, 3(p(heKTUBHOCTh MMMYHOTEPAIINHU CBSI3aHA C IKCIIPEC-
cueii 0eIKa mporpaMMupyeMoii kirerouHoit ruoenu (PD-1)
u ero yimranaa (PD-L1) Ha ormyXoJ1eBBIX KJIeTKaX U KJIeTKaxX
MMKPOOKpYKeHMsI. B HacTosIee BpeMsl 10 KOHIIAa HESICHO
BJIMSTHUE YPOBHSI OKCIIPECCUU STUX MapKepoB Ha a(pdek-
TUBHOCTh UMMYHOTEPAIINH.

EnvHCTBEHHBIM METOIOM C TIOTCHITUAIOM M3JICUCHMS,
KaK ¥ UISI MHOTHMX JIPYTUX 3JI0KAYECTBEHHBIX OITyXOJIeit
KpPOBETBOPHO# 1 TMMGOUIHOM TKAHEH, SIBIISIETCS aJlJIo-
TI'CK. Ucnonb3oBaHME HOBBIX JIEKAPCTBEHHBIX CPENICTB
BO 2-i W TOCJIEAYIOIINX JUHUSIX TePalNy BBILISIUT
KaK IMepPCIIeKTUBHBIN c1oco6 moarotoBku K amio-TI'CK,
TaK Ha3bIBaecMasi MOCT-Teparusa. C yueToM COBEPIICHCT-
BoBaHus TexHonoruu ayuio-TT'CK, HakomieHHOTo onbITa
MMPUMEHEHUS TPAHCIUIAHTAIIMK Y TTAIMEHTOB C APYTUMU
HEXOIKKMHCKUMM JTUMMOMaMHU, a TaKKe OIbITa IIPOBe-
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