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PE®EPAT

KoMOunHupoBaHHble numdonponndgepaTmBHble 3aboneBa-
HWA BCerga NpeacTaBnstoT Peakyto U CNOXHYIO AN TPaKToB-
KW K/TMHUKO-MMMYHOMOPONOrnyeckyto cutyaumio. EanHeix
CTaHOApPTOB AMAarHOCTUKU U neveHns NogobHbIX 3aboneBa-
HUA He cywlecTByeT. B gaHHon ny6nukaumm onucaHo peg-
KOe KIMHM4Yeckoe HabnogeHne naumeHTKU C CUHXPOHHOW
NepBUYHON MeaMacTUHabHOM (TMMUYecKoi) B-kpynHokie-
TOYHOM NMMOMON, NPeaCcTaBNEeHHONW MaCCUBHBLIM OMyXO-
neBbIM 06pa30BaHWEM B MNepeaHeBEPXHEM CPEAOCTEHUN,
N Knaccuyeckonm numdgomon XopaxXKnHa € nopaxeHnem
KOCTe M KOCTHOro Mosra. [narHo3s KOMOWHMPOBAHHOWM
3/10Ka4EeCTBEHHOW OnyXxonu Obla1 NOCTaBfIEH HA OCHOBAaHUU
WMMYHOMOPON0rMYeCcKOro nccnefoBaHna o6beMHoOro o6-
pa3oBaHUA B CPEAOCTEHNU, MO3BOHKA L M KOCTHOrO MO3ra
B ABYX pedepeHCHbIX natoMopdonornyeckmx naéoparopum-
ax. [NauneHTke npoBegeHo 6 LMKIOB NPOTUBOOMNYXOEBOW
Tepanun no cxeme EPCH-BV-R (stonoswna, npeaHW30M0oH,
umknodoctamma, AOKCOPYOULMH, PUTYKCUMAO C MPOOH-
rMPOBAHHOW MHY3MENn XMMMONpPEenapaToB C 3aMEHOW BUH-
KPUCTMHA Ha BpeHTyKCuMab BeAOoTWH). JleueHne okazanocb
BbICOKO3(h(hEKTUBHBIM C MpUEMIEMbIM NMpPomieM TOKCUY-
HOoCTW. [lOoCTMrHyTa MnOJSIHas peMuccusi, NMOATBepXAeHHasd
NMO3UTPOHHO-3MUCCUOHHOM TOMOrpadgmein u rucronornye-
CKUM MCCNeAoBaHNEM KOCTHOIO MO3ra.
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ABSTRACT

Combined lymphoproliferative diseases always present
rare and difficult-to-interpret clinical and immunomorpho-
logical situations. There are no uniform standards either for
diagnosis nor for treatment of such diseases. The present
paper reports a rare case of synchronous primary mediasti-
nal (thymic) large B-cell lymphoma in a female patient with
a big tumor mass in the anterior superior mediastinum and
classical Hodgkin lymphoma with bone and bone marrow
involvements. Combined malignancy was diagnosed after
the immunomorphological analysis of the voluminous me-
diastinal lesion, vertebra L3, and bone marrow which had
been carried out in two reference pathology laboratories.
The patient received 6 chemotherapy EPCH-BV-R cycles
(etoposide, prednisolone, cyclophosphamide, doxorubicin,
and rituximab with prolonged infusion of chemotherapeutic
agents replacing vincristine by brentuximab vedotin). The
therapy proved to be highly effective with acceptable toxi-
city profile. Complete remission was confirmed by positron
emission tomography and histological analysis of the bone
marrow.
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BBEAEHUE

Kom6uHupoBaHHble JuMbonposudepaTUBHbIE 3a60-
JIeBaHUS BCerja NpeJCTaBsAIOT PeJKYyl U CJA0XKHYIO
JJIl  TPAaKTOBKH KJHWHUKO-UMMyHOMOP}OJI0ru4ecKy:o
cutyanuio. Cpesi HUX IPUHSATO Bbl/leSITh KOMIO3UTHbIE
JMM$OMBI, KOT/ia [iBa CaMOCTOSITe/IbHbIX BapUaHTa JUM-
douHBIX onyxosiell 06HAPYKUBAIOTCA OJJHOBPEMEHHO B
OJIHUX U TeX e TKaHsIX WU opraHax. [Ipu AUCKOpJaHTHBIX
auMoMax pasHble MopdoJsioruyeckre  BapUAHTHI
ONYXOJU OOHApYXKHBAIOTCA B pa3HbIX aHATOMUYECKHUX
o6sacTsax [1]. KpoMme Toro, B KJIMHUYECKOHN MTPaKTUKe UC-
MOJIb3YIOTCS MOHATHUS CHHXPOHHBIX (JUarHOCTUPYIOTCA Y
nanMveHTa OHOBPEMEHHO) U MeTaXpPOHHBIX (BO3SHUKAIOT
nocJjeloBaTe/NbHO, MPH 3TOM 4YacTO BTOpas OIMYX0Jb
pa3BuBaeTcs Ha poHe JIeKapCTBEHHOTI'O JleueHusl IepBoi)
auméom [2]. KoMmnosuTHas U AUCKOpPAAHTHAsA JTUMOMBI
MOTYT NPOUCXOJUTh U3 €JAUHOTO KJETOYHOTO Mpejlie-
CTBEHHMKA UJIM ObITh KJIOHAJIbHO He CBSA3aHHBIMM 3a60-
JIeBaHUSIMM, BO3HUKIIMMU de novo [3]. CaMbIM 4YacTbIM
SIBJISIETCS COUYeTaHHe Pa3HbIX BAPDUAHTOB HEXOXKKHUHCKHUX
auméom (HXJT) ogHOM TMHEWHON HapaBJIeHHOCTH, pexe
BCTPeYaloTC KOMOMHALMM KJacCcuiyeckod JMMQOoMbI
XopxkuHa (kJIX) u HXJI [4]. U3 Bcex BapuaHTOB HXJI,
BO3HUKIIMX CHHXPOHHO c JIX WK nocJie ee jiedeHuUs, He-
pefiKo AUarHoCTHpyeTcs NepBUYHasA MeAUACTHHA/IbHas
(Tumunyeckasi) B-kpynHokieTouHas suMmoma ([IMBKJT)
[5].

CnefyeT OTMETUTH, UYTO B OTJIMYME OT MeJUacTH-
HaJIbHOU JIUMOMBI cepoi 30HBI, /151 KOTOPOW TUIIUYHBI
Mopdosioruyeckue M HMMYHOTMCTOXMMHUYeCKHe IpU-
3Haku opHoBpeMeHHO KJIX u IIMBKJI, nuckoppaHTHas
¥ KOMIO3UTHas JUMQPOMBI NpesCcTaBeHbl pa3JAYHbIM
MOP$OJOrMYeCKUM CYyOCTPAaTOM C COOTBETCTBYIOLIMMU
JJIl KaKJO0ro BapuHaHTa HMMMYHOJIOTUYECKUMH Xapak-
TepucTukamu [6, 7]. CoyeTaHue 3THUX ABYX BapUaHTOB
JUMPOUAHBIX ONyXoJel y OAHOTO NalMeHTa elle pas
NoJyepKUBaeT CyllecTBOBaHHe €JUHOr0 KJIETOYHOIO
npealleCTBEHHUKA U cx0xKUM natoreHes kJIX u [IMBKJI
C MyTauMsIMU B reHaxX curHaibHbix nyteid NFKB, JAK-
STAT, PD-L1/PD-L2. BaxkHO MmOA4YEPKHYTb, YTO MOJIEKY-

JsipHO-reHeTHdeckuil npodunb [IMBKJI umeer MHOro
ob61ero c kJ/IX ¥ 3HaUuTeIbHO OT/IN4YaeTcs oT Audpdy3HoH
B-kpynHok/eTo4YHOM iuMoMsl [8, 9].

EpvHoro crangapra JedeHHs KOMIO3UTHBIX U
JHCKOPJ@aHTHBIX JMMJoM He cyuiecTByeT. Kak npaBuo,
B Tepanuu MPUMeHSOTCA MOAX0/Ibl, XOPOILIO 3apeKOMeH-
JloBaBlIMe cebs Npu GoJjiee arpecCMBHBIX BapHaHTaX;
B HEKOTOPBIX CJAy4yassX Ha3HayalTCsd KOMOUHALMM C Ipe-
napaTaMy, KOTOpble HCIOJIb3YIOTCA AJIs1 JIeueHUsl ABYX
onyxouJieit [3, 10].

B n1uTepaType npefcTaB/eHO ONMCaHHEe HECKOJbKUX
KJIMHUYECKUX HabJogeHud Kommno3uTHod I[IMBKJI u
kJIX, a Takke MeTaxpoHHo [IMBKJI, koTopast BO3HUK/IA
Yyepe3 HECKOJIbKO JeT mnocie jedeHus kJIX [11]. Cayvau
JHCKOPJJAaHTHON CHHXPOHHOM JTMMQOMBI C COYeTaHHEM
JlaHHBIX HO30JIOTUM HOCAT eJMHUYHBIN XapaKTep U Bbl-
3bIBAIOT GOJIBLIONM HAy4yHBbIA U NMPaKTUYECKUH HHTepec
JLI CIIeLiMa/IMCTOB.

Ml npeacTaB/seM pejKoe KJIUHUYeCKoe HabJIo-
JleHMe TNalLUeHTKH C JAUCKOPAAHTHOM CHHXPOHHOM
[IMBKJI u kJIX, y KOTOpO# NpuUMeHeHue XUMUOTePanuu B
KOMOHWHAIMU ¢ OpeHTYKCMMaboM BeJOTUHOM U PUTYKCH-
MaboM 0Ka3asoch 3G PEeKTUBHBIM.

KNMHUYECKOE HAB/TIOAEHUE

[NanuenTka X., 43 roga, ¢ okTsa6ps 2023 r. npeabsBsiaa
»KaJ106bl HA 60J1b B TOSICHULLE, BbIpAXKEHHY0 HOYHYO MOT-
JUBOCTb. 06paTHIach K HEBPOJIOT'Y, HA3HaYeHHasA CUMIITO-
MaTHhuyecKkas Tepanus ObL1a HeaddekTUBHOU. B siHBape
2024 r. BoinosiHeHa MPT nosscCHUYHO-KpeCcTLLOBOIrO OTAe1a
[I03BOHOYHMKA. B Tesie M0o3BOHKa L, BBIABJIEHDI y9aCTKH
JleCTPYKLIMM C MATKOTKaHHBIM KOMIIOHEHTOM U nepudo-
KaJIbHbIM VIIJIOTHEHHWEM KOCTHOH CTPYKTypbl. B MapTe
2024 r. B ropoackoMm cranuoHape CaHkT-IleTepbypra
BbINOJIHEHA TpenaHo6HONCHsA Tesa Mo3BOHKa L. Ilpu
TUCTOJIOTHUYECKOM HCCJIeIOBaHUU TKAaHU B JIabopaToOpuHU
CTallMOHapa OblJ MOCTaBJeH JUarHo3 OCTEeOMHUEJUT],
NalnMeHTKa MoJiyyaja KOMOMHUPOBAaHHYIO aHTHOaKTe-
pUasbHYyI0 Tepanuio 6e3 kiauHU4eckoro 3dodexrta. Ilpu
noBTopHoit MPT B utoHe 2024 r. BbIsIBJIEHO NPOTPECCU-
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poBaHME [eCTPYKTHBHbIX U3MEHEHWH B Mo3BOHKe L,
aHaJIOrMYHble U3MEHEHUs OABUINCDH B 103BOHKe Th 1
npaBoil 60KOBOM Macce KpecTiia.

B urose 2024 r. 60/b B CIIMHE 3aMeTHO YCUJIUJIACH,
nanueHTKa obpatusacs B ®I'BY «HMUL oHkosioruu um.
H.H. IlerpoBa» Munsapasa Poccuy, rie noBTOPHO BBINOJI-
HeHa TpemaHo6uorncus noseoHka L, ¢ KT-naBurauuen.
'ucTosoruyeckoe 3ak/rdeHue JabopaTOpUM NaTOMODP-
dosiornuu: MaTepuas npeJcTaB/eH CTOJ6MKAaMHU KOCTHON
TKaHU C UHQUJIBTPATOM B MeXK06a0YHbIX IPOCTPAHCTBAX,
06pa3oBaHHbIM MaJIbIMU JUMPOLUTAMH, TUCTUOLUTAMHU
Y 303MHOQUJIbHBIMU T'PaHY/IO0LUTAMHU, Ha pOHe KOTOPOro
onpee/fATCcAd OTAEJbHO PacloJIOKeHHbIe OINyXOJeBble
XOMKKUH-TIO00HbIe KpyIHble KJeTKU. JluarHocTuue-
CKHe KJIeTKM 3KcIpeccupyroT aHTureHsl CD30, PAXS5,

CVIHXpOHHbIe remMartosiormyeckue onyxonu 1

OTpHULATEJbHO OKpAIIMBAIOTCA C aHTUTesaMu k CD5 u
CD20. /lanHas uMMyHoMopdoJioTHYecKasi KapTHHa Xa-
paxTepHa /14 KJIX ¢ nopaxenueM nosBoHka L (puc. 1).
B aBrycre 2024 r. BbIOJIHEHA NMO3UTPOHHO-IMHUCCU-
OHHasi ToMorpadus Bcero Teja C 5-QTOPAE30KCHUIJIIO-
KO30M, COBMellleHHass C KOMIIbIOTEPHOM ToMorpaduen
(IM3T-KT ¢ ®Ar). MakcuMasabHasi CcTelleHb HaKOILJIEHUS
paguodapmnpenapara (standardized uptake value,
SUVmax) MeAuacTUHAJIBHOTO MyJia KPOBU cOCTaBuJa 2,8,
neyeHu — 4,1. B nepesHeM cpefocTeHUM 6blI0 0GHApPY-
>KeHO MeTaboJIMYeCcKH aKTHBHOE OIlyX0JleBoe 06pa3oBaHue
HEOJHOPO/JJHOM CTPYKTYPHI, C pasdMepaMu 51 x 29 x 36 MM,
VHTEHCUBHO  HakKallJlMBawllee paAuodapMnpenapar
(SUVmax 23,73), koTopoe MHPUJILTPUPOBAIO BEPXHIOHO
JlOJIIO JIEBOTO JIETKOTO, IPUJIEXAJIO K a0pTe U JIEFOYHOMY

Puc. 1. T'nctonornyeckoe m MMMYHOIMCTOXMMNYEeCKOoe nccneqoBaHna TpeI'IaHO6VIOI'ITaTa no3BoHKa L

u (A) CTONGUK KOCTHOW TKaHM C WH-

hunbTpaTamm B Mexb6anouHblx npoctpaHcTBax. Okpacka reMaTOKCUIMHOM M 303nHOM, x20. MHdnnbTpaTel 06pa3oBaHbl MasibiMu iMME0-
LMTaMu, rmcTMoLUmTamMm M 303MHOMUIBHBIMKU FPaHyIoLUMTaMn, ONPeAensAoTCA OTAE/TbHO PAaCMONOXEHHbIE KPYMHbIe OnyxoneBble Xoax-
KWH-NOAO0OHbIe KNeTkn. Mpu MMMYHOrMCTOXMMUYECKOM aHanunse gnarHoctmyeckne knetkm CD5- n CD20-HeratmBHbl (B, x50; B, x630),
CD30-no3utmeHel (I, x50; 4, x630), PAX5-no3utneHbI (E, x50; XK, x630)

Fig. 1. Histological and immunohistochemical analyses of vertebra L3 biopsies. (A4) Column of bone tissue with infiltrates in intertrabecular
spaces. H&E stain, x20. Infiltrates consist of small lymphocytes, histiocytes, and eosinophilic granulocytes, large isolated tumor Hod-
gkin-like cells are identified. The immunohistochemical analysis shows the diagnostic CD5- and CD20-negative cells (b, x50; B, x630),
CD30-positive (I, x50; 4, x630) and PAX5-positive cells (E, x50; XK, x630)


https://bloodjournal.ru/index.php/coh

212 JILA. KpambiHuH v ap. KJIMHYECKAS OHKOTEMATOJ10M 4

Puc. 2. M3T-KT ¢ ®AI go Hayana npoTMBOONyxoneBon Tepanuu. (A, b) HoBoo6pa3oBaHue B nepegHeBepPXHEM CPeAoCTEHMM C pa3mepa-
MK 51x 29 x 36 mm (SUVmax 23,73) nHpAbTPpUpyeT BEPXHIOO [O/I0 NEBOr0 NErKOro, NPUAEXUT K aopTe n nerovyHomy cteony. (B, N Ovar
OeCTpyKUUKn B NpaBoi 60KOBOM Macce KpecTua ¢ paamepamu 8 x 17 mm (SUVmax 4,34)

Fig. 2. FDG PET/CT prior to chemotherapy. (4, 5) Neoplasm of 51 x 29 x 36 mm (SUVmax 23.73) in the anterior superior mediastinum infil-
trates the upper lobe of the left lung, adjacent to the aorta and pulmonary trunk. (B, I) Aggressive lesion of 8 x 17 mm (SUVmax 4.34) in the
right lateral mass of the sacrum

Puc. 3. ['Mctonornyeckoe M MMMYHOIMCTOXMMUYECKOE UCC/eAOBaHUSA TpenaHobuonTata KOCTHOro Mosra. (A) B KOCTHOMO3roBbIX Mo-
nocTax hokycbl hnbposa CO CMEeLIaHHO-KNEeTOYHOW BOCMaUTENbHON MHpUNbTpaumein. Okpacka reMaToKCUIMHOM 1 303nHOM, X100.
(B) B vHhunbTpaTe BCTPEYaloTCa KPYMHble lakyHapHble KneTkn. Okpacka reMaToKCUANMHOM 1 3031MHOM, x630. [Npy UMMyHOrMCTOXMMUYE-
CKOM aHanuse amarHoctnyeckune knetkn CD30-nosuntuneHsbl (B, x 630) u PAX5-no3uTtneHebl (7, x400)

Fig. 3. Histological and immunohistochemical analyses of bone marrow core biopsy. (A) Bone marrow cavities showing fibrotic foci with
mixed-cell inflammatory infiltration. H&E stain, x100. (5) Large lacunar cells in the infiltrate. H&E stain, x630. The immunohistochemical
analysis shows the diagnostic CD30-positive (B, x630) and PAX5-positive cells (I, x400)
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CTBOJIy, C pacpoCcTpaHeHHWEeM Ha JIeBYIO IJIeYer0JIOBHYIO
BeHy. KpoMe Toro, o6Hapy»keHbl He60JIblIME YBeJIUYeHHbIe
npaBble NpeBepTe6GpasbHble JUMATHYECKUE Y3Jbl [0
23 x 9 MM (SUVmax 4,5). B kocTax ckesieTa onpeze/sijnch
Y4acTKH JeCTPyKTUBHbIX U3MeHeHUH C neprudoKalbHbIM
YIJIOTHEHUEM KOCTHOM TKaHU: B MpaBod G0OKOBOM Macce
kpecta — 18 x 17 MM (SUVmax 4,34), B Tesie N03BOHKA
L,—19x 15 MM (SUVmax 4,04), B Tesie no3BoHka Th
11 x 10 MM (SUVmax 4,19) (puc. 2).

BoinosHeHa 6OusaTepasbHass OMONCHS KOCTHOTO
MO3Tra U3 MOAB3JOLIHbIX KocTel. [Ipy rucrosoruyeckoM
vcclelOBAaHUM TPeNaHOOUONTATOB: HOPMOKJIETOYHBIN
KOCTHBI MO3I, pacnoJsiokKeHHbIH B KOCTHOMO3TOBBIX
NOJIOCTAX, 6e3 AeduLUTa CO3peBaHUs, C NMPABUJIbHBIM
COOTHOLIEHHEM POCTKOB remMornossa, pokycamu ¢uoposa
CO CMeLIaHHO-KJIETOYHOUW BOCHaJUTENbHON HWHPUIb-
Tpanuel KpPYNHBIMM KJAeTKaMM 1o Tuly XOJKKHHA U
Pun—IllTepH6epra; moss ¢ubpo3a 3aHUMAIOT OKOJIO

Vi~
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CMHXPOHHbIE reMaTonornyeckue onyxonu 213

25 % mnJomaAu KOCTHOMO3TOBBIX noJsiocTel. [Ipy nMMy-
HOTMCTOXMMHUYECKOM aHa/u3e JUarHoCTHYecKue KJIeTKU
CD30- 1 PAX5-103UTUBHBI, YTO COOTBETCTBYET KapTHUHE
MopakeHusi KOCTHOro mMosra npu kJIX (puc. 3).

Y4uThIBass 3HAUYUTEJNbHYIO JUCKOPAAHTHOCTb HaKO-
mwieHus ®/AT npu [IIT-KT B onyxosu cpefjocTeHUS U B
MOpa)KeHHbIX Yy4YaCTKaxX KOCTel, BBbINOJIHEHA TpeNaHo-
6uorncuss HoBooOpasoBaHUA cpefocTeHus c KT-HaBura-
nue. 3akyrueHue: CToOMKU GUOPO3HOM TKaHU C ova-
rOBbIM HHPUIBTPATOM U3 KPYIHBIX TUMPOUIHBIX KIETOK
C IIUPOKOW CBETIO-303UHOPUJIBHON LUTOIJIA3ZMON U
OKPYIVIBIMH sIipaMU C 3KCLIEeHTPUYHO PaACHOJI0XKEHHbIM
afpbiKoM. OnyxoJieBble KJeTKU MOJ0XUTENbHO (PKO)
oKkpaumBarwTcsa ¢ aitutesaamu k CD20, CD30 u PAXS5, ot-
punatesbHo — Kk CD23 u CD5, unaekc nponudepaTuBHON
aktuBHOCTHU Ki-67 okosio 50 % (puc. 4). Mopdosoruye-
CKasgl KapTHMHAa U UMMYHOQEeHOTHIl ONyxo/Ju HauboJee
cooTBeTcTBYIOT [IMBKJI.

o

5

Puc. 4. TcTtonornyeckoe n MMMyHOrMCTOXMMUYECKOe NCCIefoBaHus TpenaHo6MonTaToB HOBOOGPa3oBaHus cpeaocterms. (A) Onyxonb
npeacTaBfieHa TECHO PACMOIOXEHHbIMU MMM ONAHBIMU KNETKaMU KPYMHOIro Y CPeAHero pasMepa C MeKoOAUCTNEPCHbIM XPOMaTUHOM
N 303MHOMUNIBHOW UMTOMNa3Moi. BcTpeyaloTcs ManoumcneHHble ogHOAAEPHbIE KNETKMW, HanoMuHalowme KneTkn XoaxkuHa. Okpacka
reMaToKCUIMHOM 1 303UHOM, x200. MNpyu UMMYHOTMCTOXMMUYECKOM aHasin3e OnyxosieBble KNeTKU MHTEHCUBHO akcnpeccupytoT CD20
(B, x100), PAXS5 (B, x100), cna6o — CD23 (I, x50). B He60bLLOW YacTu ONyXO/ieBbIX KIETOK BbiiBeHa akcnpeccua CD30 (4, x200), nH-
nekc Ki-67 50 % (E, x100)

Fig. 4. Histological and immunohistochemical analyses of mediastinal neoplasm biopsies. (A) Tumor with large and medium-sized closely
spaced lymphoid cells with finely dispersed chromatin and eosinophilic cytoplasm. Few mononuclear Hodgkin-like tumor cells. H&E
stain, x200. In the immunohistochemical analysis, tumor cells intensely express CD20 (5, x100), PAX5 (B, x100), and weakly express CD23
(I, x50). A small proportion of tumor cells show CD30 expression (4, x200), Ki-67 index of 50 % (E, x100)
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K/TMHNYECKAA OHKOTEMATO/ON 4

Puc. 5. (A, b) NpomexyTtouHas M3T-KT ¢ @Al nocne 3 unknos EPCH-BV-R. HoBoo6pa3oBaHue B nepeaHeBEPXHEM CPefOCTEHNN YMEHb-
wmnocb 6onee 4yem B 2 pasa, MeTabonmyeckas akTMBHOCTb CHU3MNacb Ao 1-2 6annoB no Deauville. MNoBbiweHHaa MeTabonmMyeckas
aKTUBHOCTb B KOCTHOM MO3re peakTMBHOIO XxapakTepa Ha hoHe XxuMmoTepanum

Fig. 5. (4, b) Interim FDG PET/CT after 3 EPCH-BV-R cycles. Neoplasm in the anterior superior mediastinum decreased more than twofold,
metabolic activity reduced to Deauville score of 1-2. Reactive hypermetabolic activity in the bone marrow on chemotherapy

[IpyHUMass BO BHUMaHHe 4Ype3BbIYalHYI0 PeAKOCTb
OoOHapyKeHUs] CHUHXPOHHBIX JUCKOPAAHTHBIX JUMGOM,
TUCTOJIOTHYEeCKHe NpenapaThl NalMeHTKH ObLIM OTIpaB-
JIeHbl Ha TNOBTOPHBbIA aHa/Iu3 B pedepeHcHyI Jsabopa-
TOPHUI0 MAaTOMOPGOJOTUU KJIUHUKU UM. D.J. DUXBasb/a
®re0y BO C3rMY wum. WM. MeuHukoBa MuH3ApaBa
Poccun. IlonydyeHo nofpo6Hoe HMMMyHOMopdoJioruye-
CKOe 3aKJII0UeHHue.

1. Buoncusa omyxosy cpefocTeHus:: JiBa pparMeHTa
omnyxoJieBoM TKaHU Ha ¢oHe ¢ubposa. Omyxosb Mpen-
CTaBJleHa TECHO COMKHYTbIMU JTUMOUJHBIMU KJIeTKaMHU
KpYIIHOTO U CpeZiHero pasmepa ¢ MeJKOAUCIEPCHBIM Xpo-
MAaTHHOM, 303UHOQUIbHON LIUTONJIAa3MOMH; B HEKOTOPbIX
3aMeTHO 1 L eHTpaJbHO PAcCMoJIO)KeHHOe SAPBILIKO.
BcTpeuaroTcss Maslouuc/eHHble OJHOsIlepHble KJEeTKH,
OTZla/IeHHO HallOMUHalolMe K1eTKH X0 KKUHA. 3aMeTHbI
NaToJIorM4ecKre MUTO3bI, JUMPOLUTHI MeJIKOT0 pa3Mepa
Y TUCTUOLUTHIL [IpM UMMYHOTHCTOXHMUYECKOM HCCJIe[ 0-
BaHUHU OIyX0JIeBble KJeTKH UHTEHCUBHO 3KCIIPECCUPYIOT
CD20, PAX5, cnabo — CD23 u He 3kcnpeccupyroT CD3,
CD15. B He6o/bILIONM YacTH OMYXOJIEBBIX KJIETOK BbISIB-
JeHa »3kcnpeccuss CD30. T'ucrosoruvyeckoe CcTpoeHUe
ONYXOJIU CpeJloOCTEHUS] U UMMYHOQPEHOTUIl ONYXOJeBBIX
KJIeTOK cooTBeTCcTBYOT [IMBKJL

2. Tpenano6uoncus No3BoHKa L, : B MaTepuaJie ¢ppar-
MEeHTbI I'Y6YaTOU KOCTH, KOCTHbIE 6aJIKM HEpAaBHOMEPHOH
TOJILIMHBI, TIOBEPXHOCTb 6a/I0K HepoBHasl. Bce Mo3roBbie
sd4yelKu BbINOJHEHb GUOpPO3HOM TKaHblo, Ha ¢OHe
KOTOpOH 06HapyKeHbl KJeTO4YHble 3JIeMeHThl C Mopdo-
JIOTU4eCKHMU CBOWCTBAaMHU kJieToK Pua—IllTepHGepra u
XomxkrHa. B pub6po3HON TKaHU TaKXe paccesiHbl MeJIKue
JUMQPOLUTHI, TUCTHUOLMUTHI, [Ja3MaTHYeCKHe KJIeTKU
Y 303MHOQUJIbHbIE TPAaHYJOLUTHL [Ipy HMMyHOrHuCTO-
XUMHUYECKOM MCC/JeJOBaHUU B KpPYIHBIX ATUINHUYHBIX
KJIeTKax obHapy»keHa 3kcnpeccuss CD30, cHM>XeHHas 1o
CpPaBHEHUIO C OKPY>KaIUMU TUMGOLUTAMH, SKCIIPECCUs
PAX5 cnabas, a akcnpeccusi CD15, CD20 u CD45 otcyTt-
CTBYeT. B 60/IbIINHCTBE MeJIKUX JMMQOLUTOB BbIsIBJIEHA
skcnpeccust CD3. 3akioueHue: B M03BOHKe L, KapTHHA
OIyX0JIeBOT'0 nopakeHus kJIX.

TakuM o06pa3oM, AUArHo3 JUCKOPAAHTHON CHH-
XpOHHON JUMQPOUAHON OMyXOJU OBLI TMOJTBEPXK/EH.

[lepes HayajJoM MPOTUBOOMNYXOJEBOW Tepanuu, B
ceHTs16pe 2024 r., noBTOopHO BhinosiHeHa KT Bcero Tesna
C BHYTpPHUBEHHbIM KOHTpacTHpOBaHMEM: HOBOOOpa-
30BaHUE CpPeJOCTEHUsI YBEJUYUJIOCh A0 58 x 46 MM,
pacnpocTpaHseTcss Ha BEPXHIOKO /1010 JIEBOTO JIETKOTO,
NpPUJIEXUT K a0pTe, JIEFTOYHOMY CTBOJIY, JIeBOU IJede-
roJIoOBHOW BeHe. B mpocBeTe BeHbl NMOABUJICA TPOMO
10 x 8 mM. [IpeBepTebpasibHble JUMPaATHUECKUE Y3JIbI
yBEJUYUIUCh A0 24 x 12 mM. [logBuaucek odyaru B S6
MpaBoro JIErkoro Ao 7 MM, o4ard B NedyeHUd 9 MM, oyaru
B ceJle3eHKe 3 MM.

[IpyHUMas BO BHHMaHHe HaJldyMe [IByX BapUaHTOB
auMouaHbIX omyxosel — arpeccuBHod I[IMBKJI u
k/IX, ObLIO NPUHATO pelleHHe NPOBECTU 6 LUKJIOB
NPOTHMBOOIYX0JIEBOM JIeKAPCTBEHHOM Tepanuu Mo cxeMe
EPCH-BV-R (aTomo3uj, npeiHu30J10H, IiUuKI0pochaMus,
JIOKCOPYOULIMH, PUTYKCHMab C MPOJIOHTMPOBAaHHON MH-
¢dy3uelt xuMHONpeNnapaToB) ¢ 3aMEHOM BUHKPUCTHUHA Ha
BbICOK03}deKTUBHBIN Npu KJIX 6peHTyKCcUMab BeZJOTHH.

[Tocsie 1-ro LMKJIa Tepanuy y NaleHTKH 0JHOCTbIO
KyMHPOBaJIMUCh >KajJobbl Ha 60Jib B CIIMHE U HOYHYIO
NOT/IUBOCTb. KaAblll KypC OCJO0XHSJCA pa3BUTHEM
HelTponeHuu IV crenenu (2-4 aHs), Apyrod 3HaUMMOU
TOKCUYHOCTH, B T. 4. GpeOpPUJbHON HEUTPONEHUU WU
MHQpEKIMOHHbIX OCJI0)KHEHUH, He OblJI0.

B Hosi6pe 2024 r. BbINOJHEHA MNPOMEXYyTOYHas
[I3T-KT Bcero Tena ¢ O mocie 3 LUUKJIOB Tepanuu:
HOBOOOpa30BaHHe CPelOCTEHUS, @ TaK)Ke 04aru B JIETKUX,
NeyeHU U ceJie3eHKe yMeHbIIMIUCh Ha 50 %, MeTabosu-
yeckasl aKTUBHOCTb BCeX ONMCAHHbIX paHee OIyX0JIeBbIX
o4aroB CHU3UIACh A0 1-2 6asioB no Deauville (puc. 5).

B auBape 2025 r. mocsie 3aBeplieHUs1 JieKapCTBEH-
HOro JiedyeHUs BblloJHeHa noBTopHas I[I9T-KT Bcero
Tesa ¢ O/ y nanyMeHTKU COXpaHsAJCS MOJHBIA MeTa-
60JIMYECKUN OTBET, COOTBETCTBYIOLUN 1-2 GassiaM Mo
Deauville. [Ipy MOBTOpPHOUI TpemnaHOGHUOINCHU KOCTHOTO
MO3ra OINyXoJieBble KJIeTKU He o6HapykeHbl. TakuM 06-
pasoM, nocJje 6 IMKJI0B KOMOMHUPOBAaHHON NPOTUBOOMY-
xoJieBoH Tepanuu no cxeme EPCH-BV-R 6b11a JocTUrHY Ta
noJsiHad pemuccus [IMBKJI v kJIX, cCMMOTOMBI HOJIHOCThBIO
KyNHMpOBa/JUCh, MaljMeHTKa BepHyJach K MOBCeJHEBHOU
YKU3HU.
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[lepBUYHO-MHOXKECTBEHHbIe 3JI0KaYeCTBEHHble HOBO-
06pa3oBaHus, IPU KOTOPBIX pa3Hble COJUHbIE OMYX0JIH
JHUarHOCTUPYIOTCA Y OAHOTO MalUeHTa, BCTpevarTcs
OTHOCUTeJIbHO YacTo [12]. Ciiyyau ke coyeTaHHUsl pa3HbIX
BapUaHTOB 3JI0KaueCTBEHHBIX JIUMPOM KpaiHe peAKU U
CUUTAIOTCA YHUKAJIbHBIMU C TOYKH 3peHHUsI Kak 6M0JI0TUH
ONyX0JIEBOTO MpoOIlecca, Tak U MOAXOJ0B K JUarHOCTHKe
W JledeHUl0. B JMTepaType ONMCaHO HECKOJIbKO Je-
CATKOB KJIMHUYECKUX HaOJ/I0ZleHUH KOMOMHHPOBAaHHBIX
aumbonpoandepaTUBHBIX 3ab0JieBaHUN, IPU 3TOM IO-
JlaBJisiollee 60JIbIIMHCTBO U3 HUX NPeJCTaBJeH0 KOMIIO-
3UTHBIMU JUMPOMaMH, a AUCKOPJAHTHbIe CUHXPOHHbIE
onyxosu cocTaBsitoT MeHee 10 % [13-15]. CuuTaeTcs,
YTO HCTUHHAs pPaCnpoCTPaHEHHOCTb MAUCKOPAAHTHBIX
JUM$OM B MONYJSALIMM MOKET ObITh BbIIle, TOCKOJbKY
[l WX BBIIBJEHUs TpebyeTcs OMOINCHUS HeCKOJbKHUX
aHAaTOMUYECKUX 30H, YTO B OOJIbLIMHCTBE CJy4aeB He
BBINOJIHAETCH M3-3a CJ0XKHOCTH UX pacinoJsoxeHus [16].
O6BbIYHO [JMAarHO3 CTaBAT Ha OCHOBAHWM pe3yJbTaTOB
OUONCHM OJHOIO OIyX0JEeBOr0 Y4yacTKa, OCTaJbHble
oyaru INOpPa)KeHUsl, JUAarHOCTUPOBaHHble C MOMOLUIbIO
bUBUKaNbHBIX U PaJMOJOTMYECKUX METOJ0B HCCJIe[0-
BaHUs, paclieHUBAIOTCS KaK IPOsSIBJIEHUS YKe U3BECTHOT0
TMCTOJIOTHUYECKOr0 BapuaHTa JMMQOoMbIL. B cBA3U € 3TUM
KpalilHe Ba)XXHO BBINOJIHATb OWOICHI0 U3 HECKOJbKHX
0o4YaroB, 0COO6eHHO B CJy4yae aTUIHWYHOI'O pacnpocTpa-
HeHUS U TeyeHUs 3a60/1eBaHUs, IPU HAJIMYUU B KJIMHHUKE
VHTEepBEHLMOHHbIX METOJAO0B JAUArHOCTHUKH, TaKUX KakK
ouorncus c Y3U- u KT-HaBuranuei.

B HalieM KJAMHMYeCKOM HabJ/II0ZleHUH NIocJie TUCTOJI0-
ruveckoi Bepudpuxanuu kJIX B mossoHke L mauueHTKe
BeinosiHeHa [I3T-KT, mpu KoTopoll BbISABJIEHbl HETHU-
nuyHaa JJa kJIX ymMepeHHO HHU3Kasi MeTaboJiMyeckas
aKTUBHOCTb B Oyarax MopakeHHusl B CKeJleTe U BbICOKOe
HaKoIlJIeHHe pajuodapMipenapaTa B CpeloCTeHUHU 6e3
KJMHUYECKUX TNpOsBJeHUH. VIMeHHO 3Ta JUCKOpAAHT-
HOCTb U NOCJIYXXUJIa OCHOBAHUEM [JisI TPeNnaHOGHUOICUHU
HOBOOOpasoBaHUA cpefocTeHus ¢ KT-HaBuranuei u noj-
TBepX/JEeHUS [JUCKOPJAHTHON CUHXPOHHOH JIMMQOMBI.
Jlpyrve 30HBI IOpaXKeHUs, KOTOpble OIpesessJnCh
npu KT nepep HavyajoM Tepanuu (npeBepTebpasbHble
JrMdaTUYecKre y3Jibl, 04ard B IPaBOM JIETKOM, [TeYeHHU
Y ceJle3eHKe), CJIOKHO OTHECTH K TOH MJIM MHOHM HO30J10-
rU4ecKol NMpUHAZJIeXKHOCTH, T. K. OUOICHSA HU3-3a MaJIOro
pa3Mepa U HeJOCTYNHOrO MX PAcloJIOKeHUs He MpOBO-
Junachk. [1oCKOJIbKY JHarHo3 KOMOGUHUPOBAHHOTO JIMM-
donposnndepaTUBHOTO 3a60JeBaHUs ObLI MOATBEPXK/IEH,
BbINOJIHEHHE BHJEOTOPAKOCKONMM HJIM JIaapOCKONHUHU
OblJI0 IPU3HAHO Helle/1eco00pa3HbIM.

JTHoJIOTUA U NATOreHe3 JUCKOPJAHTHBIX JUMdOM
OCTAlOTCA  MaJIoW3yyeHHbIMU. [Ipu  GOJIBLIMHCTBE
MeTaxXpOHHbIX JIMMOM BTOpas OIYX0Jb BO3HUKAeT
nocJjie JIeKapCTBEHHOI'O JieYeHUs] NepBOH, YTO MOXKET
ObITb O0OYCJIOBJEHO UMMYHOCYNPECCUBHbIM 3ddeKToM
caMOM OmyxoJau U NPOBOAMMOM NPOTHUBOONIYXOJIEBOU
Tepanuedt [17]. Cayyau CHUHXPOHHBIX AUCKOPAAHTHBIX
JUMPOM [JIOCTAaTOYHO pa3HOOOpasHbl W BKJIIOYAKOT
KaK HepoJCTBEHHble IO JIMHEWHOW NPUHA/JIEeXHOCTH
3abosieBaHus (couyeTaHue T-KJI€TOUYHOM U arpecCUBHOMU
B-ksieTouHOM JuMOM), TaK U TUCTOJOTMYECKU U Ma-
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TOreHeTH4YeCKH OJIM3KHMe BapHaHThbl 3JI0KaueCTBEHHBIX
aumépom (IIMBKJI u kJIX) [11, 18]. Bosiee yeM B moJio-
BUHe KOMOWHHPOBAHHBIX U JAUCKOPAAHTHBIX JUMGOM,
Jlake B CcJyyae MeTaxpOHHOI0 WX BO3HUKHOBEHMS, JiBe
JUMOUJHbIEe OMYX0JM UMEIT obliee MPOUCXOXKJEHHe
[3]. 3To noaTBepxkAaeTcs onpejesieHUeM KJIOHAJbHOCTH
ONyX0JIeBbIX B-JMMQOLUTOB C NMOMOIIbIO MOJEKYAp-
HO-TeHETHYEeCKUX MeTOJI0B HCC/Ae[0BaHUs, HalmpuMep
MeTOZI0OM TNoJiuMepa3Hod LenHoW peaknuu (IILP) pas
BbISIBJIEHUS] PeapaHXMPOBKU T'eHOB TsKeJOW U JIerKoH
yeneid uMMyHorso6ynuHoB (IgH, Igk, [gA) uau reHOMHBIM
cekBeHUpoBaHUueM onyxosieBoit JIHK [1]. [Ipu usyyenuu
KJIOHa/JIbHOM CBSI3aHHOCTHU ONYXOJIEBBIX KJIETOK IpHU
[IMBKJI u xJ/IX cnepuaJuCTbl CTAJKHABAIOTCA C PALOM
CyllecTBEHHbIX OrpaHu4YeHWH. OCHOBHBIM MeXaHHW3MOM,
JIeXKallluM B OCHOBE JIOXKHOOTPULATEbHbIX Pe3y/bTaTOB
aHa/M3a Ha KJOHAJbHOCTb TIeHOB Ig mpH HeKOTOpbIX
B-k/eTo4HbIX JUMOMaX, fABJAETCA BbICOKas 4acToTa
COMaTHYeCKUX TMllepMyTaluil BapruabeJbHbIX y4acTKOB
Ig, yTo npuBOAUT K He3)pPeKTUBHOMY CBA3bIBAHHUIO
npaiiMepoB u c6osaM B [11IP-ammindukanuu [19]. UMeHHO
M03TOMY KJIOHAJIbHble peapaH>XKUPOBKU TreHOB IgH BbI-
apasgoTcs auib B 30-65 % IIMBKJI, yTo 06bsCHSIETCA
60JIbIIMM YHCJIOM HYKJIEOTHU/JHBIX 3aMeH, JAeselud U
abeppanuii B reHe IgHV [20, 21].

[Ipu JIX KO/IMYeCTBO JUArHOCTUYECKUX KJIETOK
XomxkuHa u Pug—IlltepHGepra coctaBJsieT MeHee 5 %
BCeX KJIETOYHBIX 3JIeMEHTOB B H3yyaeMOM TKaHH, YTO
3HAYUTEJIbHO OTPaHUYMBAaeT MOJIEKYJIAPHO-TeHeTH4Ye-
CKOe UCC/IeloBaHHe KJIOHAJbHOCTH ONYyX0JIEBBIX KJIETOK
MeTtozoM [P [22]. B Takux cHUTyalusx UCIOJIb3YIOTCS
pasJiMyHble CTpaTeruy oborauieHus, Takre Kak Jla3epHas
MHUKPOJAMCCEKL M JUAarHOCTUYECKUX K1eToK [23]. OgHako
CTOUT OTMETUTD, YTO 060PYZ0OBAHUEM /sl BbIIIOJHEHUS
JAQHHOM MeTOAUKU 006J1afjlaeT OrpaHUYeHHOe YHCJIO
naToMop¢oJIoTUYeCcKUX JabopaTopuil. B HameM ciayyae
Hccei0BaHNe Ha KJIOHAJIBHOCTb C LieJibl0 ONpeJie/IuTh
MPOUCXOXKEHHE U POACTBO ONYyX0JIeBbIX KJIOHOB He ObLI0
BO3MOXHbBIM, IOCKOJIbKY 06'beM GMOIICUIHOT0 MaTepuaa
HOBOOOpa30BaHHUA B CpeJJOCTEHUH OKa3aJiCcsd HeGOJIbIIKMM
Y GbLI HMcYyeplaH B 6JI0Ke [OC/e NPOBeJeHUsl LHMPOKOH
NaHeJIM UMMYHOTHCTOXHUMUYECKHX UCCIeZl0BAaHUH B ABYX
NaTO0JIOr0aHATOMUYECKHUX J1abopaTopHUAX.

CTaHzapToB JieyeHUs JUCKOPAAHTHBIX U KOMOGHHMU-
pPOBaHHBIX JUMPOM He cyuecTByeT. OGBIYHO HCIOJIb-
3yeTca MOAXOJ, 0J0OpeHHBbIN [/s 6oJiee arpecCUBHOIO
rucrosiorndeckoro tuna [10]. Haubosee adpdekTuBHOU
nporpamMmoit nepBoit inHuu Tepanuu [IMBKJI aBiasetca
CKOppPEeKTUPOBaHHbIN Mo go3e pexxuMm EPOCH, koM6uHU-
POBaHHBIN C PUTYKCUMAbOM, C AJUTENbHOW UHPy3UEN
xumuonpenapatoB (DA-EPOCH-R) [24]. I[IpoToko.bi,
KOTOpble HCIOJIb3YIOTCA y NEePBUYHBIX 00JbHBIX KJIX,
BkJo4aloT ABVD, BEACOPPesc, a Takxke HOBbIE Tepa-
NeBTHUYECKHUe ONIUM C BKJIIOUYeHUeM HUBoJsyMaba (Nivo)
U OpeHTykcMMaba BefoTuHa (BV) (BV-AVD, Nivo-AVD,
BrECADD) [25]. BpeHTykcuMab BeJOTUH B KOMOWHALUU
C HUBOJIyMaboM Ji0Ka3aJl CBOIO BbICOKY0 3pPeKTUBHOCTD
B JiedeHuu peuuauoB [IMBKJI [26]. Kpome Toro, B
He6GoJsblIOM uccaefoBaHuu 2021 r. moJ, pyKOBOJCTBOM
]. Svoboda, koTopoe Bkutouaso 22 manuenTta ¢ [IMBKJI,
OblIM NPOJEMOHCTPUPOBAHbl IPEBOCXOAHbIE Ppe3yJib-
TaTbl Tepanuu MNepBod JauHUM 1o cxeme R-CHP-BV:
YacTOTa JOCTHXXEHMs TNOJIHOTO OTBeTa cocTaBua 86 %
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(95%-i1 moBepuTeNbHbIN UHTepBaJ [95% JIU] 68-96 %),
a 2-JeTHUe BbDKUBAEMOCTb 0e3 MpOrpeccHpoBaHUS U
obujasg BbDKUBaeMocTb ObLiM 85 (95% U 66-94 %)
u 100 % coorBeTcTBeHHO [27]. Ha ocHOBaHMM 3THUX
JIAHHBIX OBLJIO MPUHSATO pelieHHe B HallleM KJIMHUYeCKOM
HaOJ/I0ZIeHUHW NPOBECTU 6 IUKJIOB KOMOWHUPOBAHHOMU
xuMuoTepanuu no cxeme EPCH-BV-R (aTomosup, npej-
HU30JI0H, HuKI0pochaMuj, JOKCOPYOULUH, pPUTYKCUMAO
C TIPOJIOHTHPOBAHHONW HHQY3UEH XUMHONpPENnapaToB C
3aMeHOM BUHKPHUCTHHA Ha OpeHTyKcuMab BeJoTHUH). [lo
pe3ysnbTaTaM 00CJHe[OBaHUs YyXKe 1Mocjie 3 IUKJIOB Te-
panuu 6bl1 JOCTUTHYT NOJHBINA MeTaboJIUu4YecKUi OTBeT,
nocje 6 UUKJOB — IOJIHAs PEMUCCUSI 1O BCEM paHee
omnpejeisieMbIM CaliTaM.

3AK/TIIOMEHUE

B craTbe omnucaHo peAKoe KJWHHUYECKOE HAbJIOAeHUe
JUCKOPJAHTHOM CHHXPOHHOU JUMGOUAHON ONyXoJH,
npeACTaBJEHHON NEPBUYHON MeiMaCTUHAIBHOU B-Kpy1-
HOKJIETOYHOU JIMUMPOMOHU C MaCCHBHBIM NOPAXKEHUEM IIe-
peAHEBEPXHETro CPeLOCTEHUS U KJIacCUYeCKOH TUMPOMOK
XoIKKHUHA C TOpaykeHHeM KOCTel U KocTHoro mMo3ra. [Ipo-
BeJleHHash KOMOWHUPOBAHHAas Tepanusl NEPBOH JIMHUU
no cxeme EPCH-BV-R okaszanack BbicOk03pdeKTUBHOU U
MaJIOTOKCUYHOH.
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