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SUMMARY

Results of diagnostic work up and treatment of 42 patients
admitted to our department from October 2003 to April
2009 with preliminary histological diagnosis of primary
mediastinal diffuse large B-cell ymphoma are presented.
After review of histological slides and immunohistochemical
evaluation of biopsied material the diagnosis of primary
mediastinal diffuse large B-cell lymphoma was verified

in 36 (86 %) of cases. In the rest of the patients the

final diagnoses were as follows: anaplastic large T-cell
lymphoma (2), T-cell lymphoblastic lymphoma (1), myeloid
sarcoma (1), neuroendocrine cancer (2). The chemotherapy
protocols used for treatment of patients with verified
diagnosis of primary mediastinal diffuse large B-cell
lymphoma were as follows: 17 patients — R-CHOD(8)-
R-EDHAP, 4 patients — R-CHOP-like chemotherapy.
Without rituximab group: 9 patients — CHOD(8)-EDHAP,

3 — MACOP-B and 3 — CHOP. Overall 5-year survival for
all patients treated was 83 %.
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P E®EPAT

lMpencTtasneHsl faHHble 0 andbdepeHumansHon AMarHocTuke U Tepanum
42 nauueHToB, MOCTYMUBLUMX B OTAENIEHUN remMaTonorum ¢ Mopgosoru-
YECKUM 3aKIto4YeHneM «MeguacTuHarbHas KpyrnHoKneTo4Has numdoma,
B nepuop c okTA6psa 2003 r. no anpens 2009 r.

[Mocne MMMYHOrMCTOXMMUYECKOrO WCCliefoBaHA rMepsBu4Haa Megua-
CTMHanbHasa B-kpynHokneto4yHas numcoma (MMBKIT) BepudmumpoBaHa
y 36 (86 %) naumeHToB. Y 6 nauwertoB NMBKJ1 He noareepxpaeHa, y 2
M3 HWUX ycTaHoBreHa T-aHannasvpoBaHHaa KPYMNHOKMIETo4YHas NnMMAo-
Ma, y 1 — T-numdobnactHasa numdoma, y 1 — onyxonb ¢ OeHOTUNOM
MUEenobnacToB N y 2 — HENPOIHOOKPUHHLIA pak. 21 6onsHomy MMBKI
nposefeHa KOMOUHMPOBAHHAA XUMUOTepanusa ¢ puTykcumaoom: 17 naum-
eHtoB nony4unun R-CHOD(8)-R-EDHAP, 4 — CHOP-nogo6Hyto Tepanuio
C pUTYyKCUMaboM. 15 naumeHToB npoxoaunu Tepanuio 6e3 puTykcnmaoa:
9 — CHOD(8)-EDHAP, 3 — MACOP-B n 3 — CHOP. O6wwas 5-netHsAs Bbl-
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xXuBaemocTb 60nbHbIX MMBKIJT coctaBuna 83 %.

Knioyesble cnosa
nepBrYHag MmearacTuHanbHas B-kpynHokneTouHas numdooma, xummoTepa-
s, putykcmumab, oblias BbPKMBAEMOCTb, AuddepeHumansHasas amarHo-

CThKa.

BBEJEHME

Cpeny arpecCHBHBIX TUM(OM C HCXOAHBIM
NopaykeHHEeM CPeIOCTEHHUS TTOABJIsTIONIee
GOJLIIMHCTBO MPECTABACHO TE€PBUYHOM
MeJIMacTUHANbHOK  B-KpynHOK/1eTOUHOH
aumepomoit (ITMBKJT). TIMBKJT — Ba-
puaHT Uddy3HO B-KpynmHOKIETOUHOI
JIUMOMBI, TIPEJITOJNIOKHTELHO PA3BUBA-
IOLIMICS U3 TUMHUYECKHX B-anmdounrtos
Y XapaKTepUYIOLUHCS OTIMUUTENbHBIMH
KJMHHYECKMMH, UMMYHO(EHOTHUTTHYECKH -
MH ¥ TeHOTHITHYECKUMH TIpusHaKkamH [ 1 ].
[IMBKJI cocraBnsiet okomo 2—4 %
Cpe BCeX HEXOMKKMHCKHX JHMQOM,
BCTpEUaeTCs yallle y JIHL, MOJOJI0TO BO3-
pacra (MenuaHa Bo3pacta 35 JerT),
¢ npeoGJajaHieM JKEeHIMH B CTPYKTY-
pe 3aGoJieBLIMX (COOTHOLIEHHE MYXKUMH
1 2KeHUIUH npubaunsutesbho 1: 2)[2].
Tumuueckast Jiokaan3alst OMyxoJu
onpejiesiIsieT nopayKeHue rnepeiHeBepxHe-
ro cpefocTenust. Ha MOMeHT 1MarHocTHkH

HEPeJIKO HMeeTCst GOJIbIION 00HEM OITyXO-
JIH, TIPOSIBJISTIOLLIMFEICST CHHIPOMOM CJIaBJIe-
HHUsI BEPXHEH M0JIOH BEHbl 1 BO3MOXKHbBIM
BOBJIEUEHHEM B ITPOLIECC CMEXKHbBIX CTPYK-
Typ — JIeTKHX, TUIEBPbI WK MepHKap/a.
Berpeuaercst nopaxkeHue HaAK/MOUHYHBIX
¥ LIeAHbIX JuMboy3ioB. OTCyTCTBHE M0~
pa)keHust JIPyrux JMMGOy3JI0B WK KOCT-
HOTO MO3ra UMeeT 3HaueHHe /151 HCKJIIO-
UeHUs] TeHepasJM30BaHHOH U dy3HOI
B-xpynHok/eTouHoil JMMGOMBI ¢ Npen-
MYLLLECTBEHHBIM MOpPayKEHHEM CPELOCTe-
uust. JI1s1 nporpeccupoBanust U AMCCEMHU-
HaUWK TepBUUHO B-MennactuHanbHoi
JUM(GOMBI XapakTepHO TOpaX<eHHe 1o-
yeK, HaanodyeuHukos, nedenu uau LIHC
[3, 4].

Mopdosoriueckasi KapTHHA — OIy-
XOJIM  TIpeJICTaB/ieHa  KJIETKaMH Cpejl-
HEro M KpyMmHOro pasMepa ¢ OOHJIBHOI
LMTOMNJIA3MOK M OKPYIJIBIMH WJIH OBaJlb-
HBIMH siipaMu. HekoTopble ciyuan xa-
paKTepU3yIoTCs TIeOMOPMHBIMU 1/ HiH

Bonrorpaackuii 06nacTHOM KNMHAYECKMIA OHKONOTUYECKMA aucnaHcep Ne



NMepeuyHas meanacTuHanbHasa B-kpynHoknero4ynas numthoma

MHOTOSIIEPHBIMH  (hOPMaMH, MOXOXKHMHM Ha KJaeTKH DBepe3os-
ckoro—Pug—Illtepubepra. [ucronornyeckoe uccseoBaHue
B GOJIBIIMHCTBE CJIy4yaeB BhISIBJISIET B TKAHH OTYXOJIH TSKH (DU -
6posa[5].

MIMMyHOTHCTOXHMHYECKOE — HCC/IeIOBAHUE  OTIpefieJisieT
sKenpeccrto B-kaetounbix anturenos: CD19, CD20, CD22
1 CD79a. OmnyxoJ/ieBble KJIETKH YaCTO MO3HTHBHBI MTPH OKpallH-
Banuu anturesamn K MUMI (75 %), PAX5 u CD23 (70 %).
XapakrepHa oTpuLaTe/bHAs peaKlust MPH OKPALIUBAHUH aHTH-
TeJlaMH K MOBEPXHOCTHBIM HMMYHOTIO0YIHHAM [2].

BasucHbiM noixonoM K JledeHHIo TepBUUYHON B-kpyn-
HOKJIETOUYHOI JIMM(OMBI SIBJISIETCS Teparivsi, BKJIoYalolas aH-
TPaLMKJINHOBbIE areHThl. Kak sTan KoHco/mualin 10CTHIHY TOM
PEMHCCHH MOoC/Ie XUMHOTEPATTHH NIPUMEHSIETCS JIOKAJIbHAs JTyde -
Basi Tepanus [6].

Hau6osee kpynHoe 13 ony6/HKOBAHHBIX HCC/IEI0BAHHI OT-
MeuaeT obyto 10-s1erHiolo BekuBaemocts npu [IMBKJI, pas-
Hyto 65 %. Kpupast BbKMBAEMOCTH BBIXOJUT Ha 1J1aTo 65 % yxKe
nocae 3 set HabaoaeHus. O6ias 10-7eTHssS BRKHBAEMOCTh
nipu CHOP-nosio6Hoit Tepanun — 44 %, B ciyuae JieueHus 1o
nporpammamM MACOP-B uiu ProMACE-CytaBOM — 71 %.
Ha cone npumeHeHnsi BbICOKOIO3HON XHMHOTEpAIMK C ayTo-
TpaHCIIaHTalHel NepudepuuecKiX CTBOJIOBBIX KPOBETBOPHbIX
KJeToK 061ast 10-/1eTHsist BbKUBaeMocTh cocTaBmia 77 % [7].

Putykcuma6 (Mabtepa) — MoHOKIOHaIbHOE aHTH-CD20-
AHTHTEJI0, LIMPOKO MPUMEHsSIEMOE B KOMOMHALMM C XMMHOTEpa-
nueil npu JedeHun B-kaetounbix Jumdom. Ony6ankoBaHHbIe
pa6otbl o ummyHoxumuorepanud [TMBKJI xapakrepusyior-
cs1 HeGOJTBbIINM KOJIHIE€CTBOM H KOPOTKUM CPOKOM HaGJI0AeHUH,
4TO OOBSICHSIETCS IOCTATOYHO PEAKOH BCTPEUAEMOCThIO TaHHOH
(opmbl B cTpyKType B-kpynHokmeTouHbIX aumpom [2].

MATEPUWAIDBI W METO1bl

[TalmeHTDbI ¢ ePBUYHBIM OITyXOJIEBLIM MOPAXKEHHEM CPEJIO-
CTEHHUs! TOCIUTAJIU3UPYIOTCS B TOPAKOAGIOMUHAIBLHOE OTJeJie-
nue ['Y3 Bosrorpazckuii 06J1acTHOIN KJIHHUYECKHUE OHKOJIOTHYE -
ckuit qucnancep Ne 1.

[Tocsie Grioricuu OMyXoJH CPeOCTEHNS TTPU HAJTUUHMH THCTO-
JIOTHUECKOTO 3aKJIOUEHHsT «MeIHacTHHaMbHAS KPYMHOKJIETOU-
Hast JumM@oMa» MalUeHThl MePEBOAATCS B IeMaToJIOrHIeCcKoe
OTIeJICHHUE.

B nepuon ¢ oxkta6pst 2003 r. no anpesb 2009 r. ¢ paGounm
JIHArHO30M «MEIMaCTHHAJIbHAST KPYIHOKJIETOUHAsT JIUMOMa»
B OTJIeJIeHHe reMaToJornu Oblio nepeBeneHo 42 nauuenta: 18
My>KUMH 1 24 KeHlHbl. Menuana Bospacta GOJbHBIX COCTa-
Busia 32 roaa (nquanason 20—79 jiet), Mearana HabJOAEHUST —
18 mec. (mmanason 5—68 mec.).

B rta6a. | npexncraBiieHbl KIMHMYECKHE XapaKTePUCTHKHU
42 naiMeHToB.

MMMyHOTHCTOXHMHYECKOE HCCIe0BaHne GHOTICHPOBAHHOM
OMyXOJIH TIPOBEJEHO BO Beex 42 ciyyasx.

B 36 (86 %) u3 42 ciyuaes Bepucuimponana [IMBKJI.
OnyxoJieBbie KJETKH AeMOHCTPUPOBAJIH THITHUHYIO SKCITPECCHIO
B-knetounbix mapkepos: CD19, CD20, CD22, CD23 u CD79a.
Akenpecenst Ki-67 sapbuposada ot 20 10 70 %.

26 (72%) wus 36 mnaumentos nosyunau CHOD(8)-
EDHAP — 1030MHTeHCHBHbIE KypChl, BKJIIOUAKOLIHE LIHKJIO-
¢ocdaH, 10KCOPYyOULIMH, BUHKPUCTHH M JE€KCAMeTa30H, C I0-
crenyroleil KoMOUHAIMe! TOMO03M/a, BBICOKHX J103 [MTO3apa,
[UCIIaThHa U JekcamerasoHa. B kypce CHOD(8) moBTopHoe
BBeJleHHe 1HKI0(ochaHa, BAHKPUCTHHA U JIOKCOPYOUIIHHA OCY-
1iecTBsIeTCd Ha 8- IeHb 1IMKJa, TIPUUEM J03a J0KCOpyOUIHA
anasiornuna TakoBo# B nporpamme CHOP, a no3a uuknogocda-
Ha ymenbiena ¢ 750 10 650 mr/m2 Bmecto npemnusosona Ha-
3HAUYaeTCsl 2-HeJle IbHbIHA TPHEM JIeKCaMeTa3oHa.

www.medprint.ru

Ta6nuua 1. KnuHnyeckas xapaktepucTuka naumeHTos

[Nokaszarenb Yucno naumeHToB
Bonbluas onyxonesas macca 36 (86 %)
NHcpunbTpaums (npopactaHine) cMeXHbIX CTPYKTYP 35 (83%)
M0 faHHbIM Topakockonun u KT
CWHAPOM CHaBNeHNsi BEPXHEi Mosion BeHbl 32 (76 %)
Me>xxayHapoaHbIA NPOrHOCTUYECKMIA MHAEKC 1 —8(19%)
Il — 22 (52%)
Il—12 (29%)
Craams no Ann-Arbor | —5(12%)
Il — 26 (62 %)
IV —11 (26 %)
B-cumnTombl 12 (29%)
Mnesput 9 (21%)
Nepukapaut 5(12%)
OTaaneHHble 3KCTPaHOAANbHbIE NOPAKEHUS 3 (7%)

MoBbILIEHNE AKTUBHOCTI NaKTaTAEr MAPOreHa3b! > 1 HopMbl — 12 (29 %)
> 2 HopM — 5 (12 %)

> 3 HopM — 11 (26 %)

OcHoBaHKeM Jyisi UCIOJIb30BAHUsI TAKOIO BapuHaHTa Jiede-
Husi Obls onbIT [emarosiorrueckoro HayuHoro entpa PAMH no
tepanun [IMBKJI B cootBeTcTBHM ¢ O10GHBIM MPOTOKOJIOM [ 8]
1 cobeTBeHHBIH onbIT JeyeHns: [IMBKJI pagnuunbivu renepa-
tusivu CHOP u MACOP-B B nepuon 10 2003 r.

B 17 ciyuasix repanus CHOD(8)-EDHAP ycunena no6as-
JsenueM Ma6tepol. 4 (11 %) u3 36 Gosbibix nosyunan CHOP-
nofo6HyI0 Teparnuio ¢ BKJIodeHrneM Mabrepbl. OcrasbHble 6
(17 %) nauuenToB MOMYYU/IH JedeHHe PesKUMaMU 6e3 PHTYKCH-
mMa6a — CHOP-nono6HbIME cXeMaMH ¥ Tepanued 1o mporpam-
mMe MACOP-B (merorpekcar, nokcopyOGulmH, iKKI0dochaH,
BHHKPUCTHH, NPETHH30JIOH, OieoMuLIeTHH) (pHc. 1).

Pexkum R-CHOD(8)-R-EDHAP npejicrasiien cienyiotinm
06pasom.

[lepsouti 6aok R-CHOD(8):
e Purykcumad (Ma6repa) 375 mr/m2 B/B B 0-i1 1eHb.
Hukaodochan 650 mr/m28/B B 1-i1 1 8-i1 guu.
Hoxkcopy6uunu 50 mr/mM2B/B B 1-it 1 8-i1 quu.
BunkpucTuH 2 mr B/B B 1-it u 8-i 1HU.
Hexkcamerason 10 Mr BHYTpb B 1 —14-ii 1eHb.
Bropoii 650k R-CHOD(8) HaunHaetcs Ha 28-ii ieHb Tepa-
THH.
Ha 56-1 dernv aeuenus Hauunaemcs nepsoli OA0K
R-EDHAP:
® Purykcuma6 (Ma6repa) 375 mr/m2 B/B B 0-i1 1eHb.
® llucriatun 25 mr/mM?B/B B Teuenne 24 u B 1—4-ii
JI€Hb.

® Dronosun60 mr/m28/B B 1—4-ii tenb.

@ Llurosap 2000 mr/m2 B/B Kame/nbHO B TeueHue 2 u
B D-i IeHb.

® JlekcamerasoH 40 MrB/B B 1 —4-ii neHb.

Bropoii 650k R-EDHAP naunnaercsi Ha 84-ii neHb Jsieve-
HUS.

P neHue no npor T

(n=36)

0O CHOP-like

Putykcuma6-
conepxauwe
PeXMMI

m MACOP-B

OR - CHOP(E)

Xumuotepanus 6e3
puTyKcUMaba

T T T T T T
0% 20% 40% 60% 80% 100%

P B CHOD (8) - EDHAP
puTtyKcumaGa conepxaume pexums!

O R- CHOD (8) - R- EDHAP 17

B CHOD (8) - EDHAP 9

O R- CHOP(E) 4

® MACOP-B 3 O R-CHOD (8) - R-

O CHOP-like 3 EDHAP

Puc. 1. PacnpegeneHne 60MnbHbIX B 3aBUCMMOCTM OT NOy4aeMoro ne4eHuns
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K. 1. Kannanos un ap.

[Tocusie nByx 6710k0B R-CHOD(8) npoBoauiiu peHtrenorpa-
duueckoe uccnenoBanue u KT opraHoB rpyaHo KIeTKH ¢ KOH-
TPACTHPOBAHHEM.

OKoHYaTe/IbHOE PeCTalPOBAHHE BBIMOJHSAIOCH [T0C/I€ JIBYX
6s0k0B R-EDHAP.

Menrana Bo3pacra NalUeHToB, KOTOPLIM TPOBOJMJICS pe-
xum R-CHOD(8)-R-EDHAP, cocrasuna 30 siet, B cpenHem
31 ron. CHOP-nono6HbIe pe:KHMbI HCMOB30BAMNCH B BO3PACT-
Holi rpynre crapiue 60 Jset.

PE3YIIbTATbI

[Tocsie iyx CHOD(8) = R u iyx EDHAP = R BO Beeii rpymine
MMeJI0 MecTo GoJiee yeM JAByKpaTHoe rpeod/ajaHie YacTHIHbIX
pemuccuii o knaceudukauun BO3 — 25 (69 %) us 36 caryda-
eB. [Tosmble pemuccun — 5 (14 %). Pannee mporpecchpopa-
Hue Ha oHe Tepanuu nepBoil JMHUK KOHCTaTHpoBaHo y 2 (6 %)
NauueHToB. Pe3ncTeHTHOCTD K Teparuu nepBoi JIMHUK C OTCYT-
CTBHMEM JIaXKe MHHMMaJILHOTO COKpAlLleHHs! OMyX0JIeBOH Macchl
otmeuenoy 4 (11 %) naumenTos.

YMeHbllIeHHe Macchl oMyXoJiu 6oJgee yeM Ha 50 1 MeHee yeM
Ha 100 % pacueHnBaoch Kak XMMHOUYBCTBUTENLHOCTh OMYXO-
ain. [TosTOMY OCHOBHBIM JledeGHBIM MePOTPUSITHEM /151 HHIYKLHH
MOJIHOH PEMHMCCHH Y TALMEHTOB C YACTUYHOU peMHuccHel Oblila XH-
muotepanust — 14 (56 %) u3 25 cayyaes. Jlyuepas Tepanus Kak
BapUaHT JIOCTHXKEHHUs! TIOJHON peMucchu nposesiena 6 (24 %) us
25 nauuentos (puc. 2). B kauectse xumuorepanuu 10 (47 %) u3
25 naluueHToB Mpoo/KUIIK Tepanuio 1o nporpamme EDHAP

W3 rpynribl G0JIbHBIX € YCTAHOBJICHHOH MEPBUYHON Me/ina-
CTHHANBHON B-KpymHokaeTouno mumdomoii K oktsiopio 2009 .
xuB 31 (86 %) nanuent. 5 nauMeHToB MoruGJM OT Mporpec-
cupoBaHus 3abosieBaHus B HHTepBase 6—13 mec. oT MOMeHTa
YCTAHOBJICHHS IUArHO3a.

O61iast 5-J1eTHsisi BBRKHBAEMOCTD paBHa 83 %. Kpusas Ka-
nyiana— Meiiepa npejcraBieHa Ha puc. 3.

B rpynre ¢ yactuuHOl pemuccHer 3 naiMeHTa oTKasasuuch
OT JIaJIbHEHLIEr0 JIeUeHHs U XKUBbI B HACTOsILLee BpeMst, | natu-
eHTKa roru6Jia T MporpeccupoBaHusi 3a60seBaHusI.

N3 4 naupentos ¢ pesuctentHoil [IMBKJI nBoe norn6au ot
nporpeccupoBanus 3abosesanus. Ilpouece Gbun pesucTenTeH
K pexkuMaM BTopol Jinuuu, Braouast IGEV (ndochamun, rem-
uutabuH, HaBesbOMH, Jekcamerason) n dexa-BEAM (kapmy-
CTHH, BeMe3u]l, 1ITo3ap, Mesdasat, 1eKcaMeTa3oH ).

B omHOoM caydae mocsae KOHCTaTalMH  yCTOHYHBO-
ctu onyxoiin K R-EDHAP-rtepanuu y 20-setHedt jeBylIKu

BapuaHTbl Tepanum Ans NauMeHTOB C YaCTUYHON pemMuccuen
(n=25)

oy 1(5%
15 %) 6%) (5%)

2(10 %
10 (47 %)

6 (28 %)

m EDHAP putykcumat

@ nyyeBsas Tepanvs

0 R-PAC (putykcumab, ToMyCTUH LmTo3ap, NpeaHU30SIoH)
o0 R-CHOEP

B ynanedne OMO

[0 BbiCOKOA03Has Tepanusi ¢ PBSCT

Puc. 2. PacnpegeneHune 605bHbIX C YaCTUHHOW PEMUCCUEN B 3aBUCUMOCTU OT
panbHenwen Tepanun PBSCT —TpaHcnnaHTaums nepudepryeckmx reMonoa-
TUYeCKMX CTBOMOBbLIX KneTok; OMO — ocTaToqHOe MeamacTuHanbHoe obpa-
30BaHue.
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Puc. 3. O6uian 5-NeTHAs BbIXKMBAaEMOCTb

W orpejieJieHust TIPU MO3UTPOHHOH IMMHCCHOHHOH TOMOTpa-
(UM aKTHUBHOCTH TMpoiecca B 06JaCTH MeAHaCTHHAJIbHBIX
Macc BBIMOJHEHA TOPAKOTOMHUS C yaaleHHeM MeAHacTHHAJb-
HOro 06pa3oBaHus C MOCJEAyIOLIeH JyueBOH Tepanueil Ha 00-
JIACTb CPEJOCTEHHS.

MyrkunHa 33 J1eT ¢ yMeHbLIeHHEeM OMyX0JH He oJiee 4eM Ha
30 % oTkasaJjics OT AajbHeliied Tepanuu U CMEHUJT MECTO XKH-
TeJIbCTBA.

B 1 (50 %) u3 2 ciryuaeB paHHero porpeccupoBaHHs JIHM-
(oMbl y 26-/1€THeil 1eBYLIKH GblJ JOCTHIHYT YaCTHUHBII perpecc
OMyXOJIH Ha (oHe Tepanuu putykcuMabom + dexa-BEAM c no-
CJIEIOLHMM yaleHUEM OCTAaTOUHOrO MeIHacTHHAIBHOro 06pa-
30BaHMsT W JlyueBOH Tepanuell Ha o6sacTb cpepoctenust. Cpok
HaOMIofIeHNsT OT MOMEHTa HavaJa Tepanuu — 4,5 rona. Bropas
MalveHTKa ¢ paHHAM TPOTPeCCHpoBaHueM JUMGOMBI morubJia
yepe3 6 Mec. OT MOMEHTa Hauasa JeqeHusI.

Bce 5 mauueHToB ¢ MOJMHON peMHCCHEH, TOCTUTHYTOH Ha
(boHe TepanuM MepBOH JHHUH, MOJYUHJIH KOHCOJHIHUPYIOLILYIO
JIy4eBYIO TEPATHIO U ’KUBbI B HACTOsIIIIEE BPEMS.

M3 ToKCHUeCKHX OC/I0XKHEHHIT 0TMeUaeTCst Clelyloliee: Kypce
CHOD(8) xapakrepugyercsi pa3BUTHEM MHEJOTOKCHUECKOTO
arpanyJouurosa I1—I1I crenenu B 92 % ciyuaes (22 nauyenta).

Hauasio arpanysonnrosa naxomurcest B untepsaje ¢ 10-ro
JIHST Kypca 1o 3-# JeHb nepepbiBa, AMUTENbHOCTb — B jJMarna-
3oHe 2—8 nneil. ®ebGpusbHas HeEHTPOMEHHsT ONpeJessiach
y 18(75 %) u3 24 nauuenToB u paspeluanach Ha oHe aHTHEHO-
THUECKOH Tepanuu nepsoit JuHuu. TpomGouutonenus Il crene-
HU pa3BUIACh Y 4 MALMEHTOB, ee AIUTeJbHOCTh — 2—4 1Hsd, He
OblJI0 TeMOpPPAarH4ecKoro CHHAPOMa U HeoOXOIMMOCTH 3aAMeCTH -
TeJIbHON TPaHC(Y3HOHHOH Teparnuy.

Pexxum EDHAP xapakrepusoBajicsi pasBUTHEM MHEJIO-
TOKcHYecKoro arpanysouutosa y 17 (71 %) us 24 nauuen-
TOB C HA4aJI0M €ro B HHTepBaJie ¢ 6-ro 1o 1 1-ii 1eHb nepepeiBa
W JUIHTEbHOCTbI0 4—7 nHeil. @ebpuiibHasi HEHTPOTIEHHs OMpe-
nensinach y 12 (50 %) u3 24 nauuenToB W KOHTPOJNMPOBAJIACH
aHTUOUOTHUYECKOH Tepanuedt [ TuHuu.

Tpom6ouutonenust II—III crenenu otmeuena B 8 (33 %) u3
24 cnydaeB, y 3 U3 9THX MALMEHTOB C yMEPEHHBIM TeMOpparu-
YeCKMM CHHAPOMOM C MEeTeXHANbHBIMU BBICBITAHUAMH Ha KOXK-
HbIx nokposax. 7 (30 %) uz 24 naumentos nepenecan EDHAP
6e3 0CJI0KHEHHI.

He 6b110 HE OftHOTO Clydast J1€TalbHOCTH, ACCOLUHPOBAH-
Hoil ¢ Tepanueii. Takxke He ObLIO HU OJHOTO CJIyyast MOOOUYHBIX
peakuMil Ha BBeJleHHe pUTYKcMMaba, nmoTpeOOoBaBIIMX OTMEHbI
npemnapara.

KPATKOE OMUCAHUE ABYX TUNUYHbIX CNYYAEB

Hab6nwoaexne 1
[TauunenTka I1., 31 rox. [Topaxkenue nepeaHeBepxHero cpeo-
crenust (9,7 X 3,7 X 12 cM) ¢ Ha/IMuKeM y4acTKOB pacnaja, yua-
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COU000R080-0061a 11/274/1977 F 20 /29,208
Fetrusha 1 v 1033505
Pronto
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Blie041, 123

Inst:30507
hiodel:Emotion 15
¥

CTOK MHBA3MH cJieBa S3, BOKPYT
(bokasbHAasT MHUIBTPALMS JIETOUHON TKaHk (puc. 4).

[Tocnie aByx Gsiokoe R-CHOD(8), neyx R-EDHAP komu-
CTaTHPOBAHO JIOCTHXKEHHE dYacTHuHOH pemuccuu. [Iposene-
Ho ente aa kypca R-EDHAP, nocturnyra nosnasi pemuccust
(puc. 5), BbIMOJIHEHA JyueBasi Teparst Ha 00J1aCTh CPeoCTe -

OI'0 TAK2KE€ UMEETCs Tepu -

HHUSI.

Kositsyna A

1938 Oct 26 81

V. 29.6 x 28

Puc. 6. KomnbloTepHble TOMOrpammbi:

Inst:29507
hidodel:Emotion 1fi
l

OCIe JfiedeHusa: nonHasa pemMmmccus

Habnwogenne 2

[TatmenTka K., 69 ner, npu KT-uccnenoBanuu B ceHtsape
2007 r. o6HapysKeH oryxXoJieBbIil KoHrsiomepaT 9 X 9 X 10 cm
B CPEHEM CPEIOCTECHHH, OTTECHSIOMINI TPaxelo BNPaBo, BbI3bl-
BaIOLLUI KOMIIPECCHIO JIEBOIO IVIABHOrO OpPOHXA U JIEBOH J1eroy-
Hoit aprepun (puc. 6, A) ITocne 6 kypco R-CHOEP (sinBapb
2008 r.) — noJsiHast pemucens (puc. 6, b).
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8
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PACXO0XEHNE ANATHO30B MEXAY TMCTOJIOrMYECKUM

N UMMYHOTMCTOXNMWYECKUM METOZ10M

Tunuunble cayyan [IMBKJI He npexacraBasiin TpyaHocted
AJ1s1 IMarHocTHkh. Ha puc. 7 1 8 npeacraBsieHo M0J0KHTEb-
HOe OKpalllMBaHWe OMyXOJIeBbIX KJIeTOK aHturesamu Kk CD20
u CD23, uTo B KOMMJEKce C aHaJM30M 3KCIPECCHH JIPYTHX
B-k/aetounbix MapkepoB onpenensiio Bepudukaunio [IMBKJI.

B 6 (14 %) u3 42 ciyuaes okpaluBanue Ha B-KjeTounble
MapKepbl 0Ka3ajioCh OTpULIATe/IbHbIM. B IByX M3 HUX onyXoJie-
Bble KJETKH 3KCIPECCHPOBAJIM JIMHEHHO-Crieln(ruecKne Map-
Kepbl UMMyHOJIOTrHYecKH 3pedibiX T-umdountos — CD3, CD5,
CD7, 4to B coueTaHUH C T10JI0KHUTEIbHBIM OKpalIMBaHHEM Ha
anturen CD30 mosBosmsio ycranoButh T-aHariacTuyeckyio
KPYMHOKJIETOUHYIO JIUM(oMy cpenocTenust. OnuH U3 IBYX Naiu-
€HTOB T10J1y4uJ1 JieueHne no nporpamme MACOP-B u naxomut-
Csl B COCTOSTHMH MOJIHOM peMHCCHH B TeueHue 7 JjieT. Bo BTopom
cjlydae mocje KOHCTaTallid XHMHOPE3HCTEHTHOCTH Tpoliecca
BBINOJIHEHA BBICOKOJIO3HASI Teparusi ¢ TpaHCIaHTaluel ayto-
JIOTMUYHBIX CTBOJIOBBIX KDOBETBOPHbIX KJ1eTOK. [latieHT noru6 ot
TOTaJIbLHOH I'PUOKOBO-MTHEBMOLIUCTHON ITHEBMOHHH.

B | u3 6 ciyuaes, oTpULATENBHBIX MPH OKPALIMBAHUK Ha
B-ksieToutble MapKepbl, Yy 22-jIeTHEr0o nauueHTa KJeTKH OIly-
XOJIM CPEJIOCTEHHS 0Ka3a/NCh MOJIOKUTENbHBIMH MTPH OKpaLLH-
BaHMM HA MapKepbl paHHUX MPEALIeCTBEHHHKOB T-KJIETOK —
TdT, CD45RO, BhisiBjieHO caboe oKpallliBaHHe ¢ aHTHTEJIaMH
k CD3. KneTkn oxaszajuch oTpuLaTe/IbHBIMU TIPH OKpallMBa-

Puc. 9. C-)Kcnpeccvm 0onyxonesbIMU KINeTKaMmn Mmuenonepokcnaasbl
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nuu ¢ anruresamu Kk CD20, CD79a, CD10, bel-6,bel-2, CD1a,
CD5, CD34, CDla, IgG, IgM u CD30. Bepuduunpoana
T-mamdobaactHas mumdoma.

Ha mMoMeHT ycTaHOBJ/IEHHSI JMarHo3a y JAaHHOTO GOJIbHO-
ro UMeJach OMyXoJb TMepeIHEBEPXHEr0 U CPEIHEro CpeocTe-
HHUsT, paaMepoM okoJio 14 X 12 X 8 cm, ¢ naduasrparued nies-
pbI CJIeBa U NepUKap/ia U pa3BUTHEM Crel(HUECKOro MieBpuTa
W [epuKapanTa.

[TaumneHT nostydas Tepanmuio, COOTBETCTBYIOLLYIO MTPOTOKO-
JlaM JIeueHHs! OCTPbIX JTUMPOOIACTHBIX JIEHKO30B.

Y npyroro nauuenra, 34 roaa, no aanxbim KT onpenessiics
OIyX0JIeBbIl KOHTJIoMepatT 8 X 8 X 16 cm (nocnenHuii paamep
BEPTHKAJIbHBII ), BHYTPH KOTOPOTO HAXOIMUJIUCH JIETOUYHbIE apTe-
PHUH, BOCXOJIAILIHE OT/IEJ U JIyra TPYAHON a0PThI, 8 TAKXKE H3MEHEH-
Hble 6paxuoredasnbHble COCyIbl. B nieBpanbHOM MONOCTH CripaBa
o6Hapy»KeHO He3HAYNTEeJbHOE KOJMYECTBO XKUAKOCTH. KIMMyHO-
TUCTOXUMHYECKOE HCC/eIoBaHHe GHoMTata OMyXOJH BBIBUIO
oKpainBanue kjaetok antutesamu K CD117, CD68, TdT, CD15
¥ MHEJIONEPOKCH/Ia3e, UTO MO3BOJIUJIO BePUMHULHPOBATL MHEJO-
capkomy (puc. 9 u 10). OrmeueHa BbiCOKasi NpoJikchepaTHBHAST
aKTHBHOCTL onyxoJiu: anturen Ki-67 onpenesisics B 90 % Kie-
TOK. MICXO[IHO NMPU3HAKOB MOpaKeH st KOCTHOTO Mo3ra He Obl/I0.

B nasbHediliem Bo3HuKIA JelikeMu3alus rpotecca B dop-
Me OCTporo MueJsob/acTHOro Jefiko3a, M2-Bapuant. Xumuo-
PE3UCTEHTHOCTb OIMYXOJH K Teparuu Mo MPOTOKOJIAM JiedeHHst
OCTpOro MHeJ06/1aCTHOTO JIefK03a cTasia MPUIUHON rubesu na-
[HeHTa yepes3 3 Mec. 1ocJie IMarHOCTHKH MUEI0CaPKOMBI.

iy

Puc. 10. Skcnpeccus onyxoneBbIMU KneTkamun aHTurena CD117
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Pue. 11. Oxcnpeccus onyxonesbiMK KneTkaMmu cuHanToumanHa (MMMYHOr1CTo-
XMMUYecKoe okpalumeaHue, En-Vision, x100). OTcyTCTBME 3KCNpeccum cuHan-
TOhM3nHA B NIMMAOUAHBIX KNeTKax

B caenytoumx 2 u3 6 ciayuaeB, oTpUllaTe IbHBIX PH OKpa-
LIMBAHUU HA B-KJeTouHble MapKepbl, OblIM YCTAHOBJIEHbBI OITy-
XOJIH HETeMOTO3THUECKOTO MTPOUCXOMKIEHHUSI.

[Tatmenty, 48 Jet, Gblia ynajeHa omyxoJb MepeHero cpe-
JocteHust paamepom 12 e B muametpe. C rucToJIOrMUECKUM 3a-
KJII0UeHHEM <KPYITHOKJIETOUHAst TUM(oMa>» GOJILHOM TepeBeieH
B remaroJioruueckoe otaesenue. [1pu IMMyHOTHCTOXHMHYECKOM
MCC/IeIOBAaHUH OTMEUYeHO OTpHIaTeIbHOe OKpalllMBaHUe OMyXO-
JIeBbIX KJeToK ¢ antutesamu Kk CD45, CD20, CD3 u uurtoke-
patunam. OHAKO MMeJa MeCTO BbIpayKeHHast SKCIIPECCHst Xpo-
MOTpaHMHA U CHHANTO(pHU3UHA. DTO MO3BOJIUIO0 KOHCTATHPOBATD
HEeHPOSHIOKPUHHBIN paK.

[Tauument, 53 roaa, nocJje uccjaen0BaHus GUOTICHPOBAHHO-
ro ydyactka HeornepabesbHOI OMyX0JiM CPEeIOCTeHUs NepeBeleH
B reMaTOJIOTHYeCKOe OT/IeJIEHHE C THCTOJIOMHYECKUM 3aKJIH0YeHH -
eM «KpyrnHoKJeToyHasi iuMdoma». [1pu rocrnuranusauuu ornpe-
JIeJIslIach OIyX0JIb TIePeIHEBEPXHEro cpefocTeHnss 9 X 8 X 7 cm
C rIpopacTaHieM B KOpPeHb MPABOTO JIETKOTO0, YBeJMUEeHHEM Tpa-
Xe0OpPOHXHAIBHBIX U GPOHXOIMYJIbMOHAIBHBIX JHUM(OY3JI0B 0
2 X 2 cM. FIMMyHOTHCTOXHMHYECKOE HCC/IeIOBAaHHE HCKJIOUHIIO
JUM(AaTHIECKyIO TIPUHAIEKHOCTb omyxoan. OTMedyeHa BBICO-
Kas niposiudepatusHas aktsHocTh (Ki-67 90 %). Onyxosesble
KJIETKM MHTEHCHBHO 3KCIpeccHpoBanii cuHantodusnn u Ki-67
(puc. 11 u 12). YeraHoBJ/IeH HEMIPOIHAOKPUHHBIN PaK.

OBCYXJAEHUWE U 3AKJNTHOYEHUE

[Tpumenenne CHOP-nono6HbIX nporpamm  npu  JieueHuH
[TMBKJI xapakrepusyercst XylLIMMH pe3yJibTaTaMH 110 CpaBHe-
HHUIO C TAKOBBIMU T1pH M dy3HO# B-KkpynHokieTouHOM JuMdo-
Me JIpyrHuX JloKanuaaui. HeckosbKo uce/ienoBanui IeMOHCTPH -
pyer npeumytiiectso nporpammbl MACOP-B nepex CHOP nipu
aeyennn [TMBKJI [9]. TlpeanpuHnMannch TMOMBITKA YJIydlie -
HHUsT PE3yJIbTATOB JIEUEHHsT 32 CUET BBIMOJHEHHST BBICOKOI03HOM
XUMHOTepanuu ¢ ayrorpancrantaureil CD34+ cTBOIOBBIX
KPOBETBOPHBIX KJIeTOK B nepBoit uun [ 10]. Brtouenne B Te-
panuto putykcumabda peasnusoBaHo B nporpammax R-EPOCH
1 R-CHOP. B uccaenosanuu K. Dunleavy putykcuma6 B Kom-
6unaiuu ¢ EPOCH nosyunsio 26 nauuentos. O6iwasi 4-/eTHsist
BbbkHBaeMocThb coctasuaa 100 % [11].

AnpbrepuatuBoit CHOP-1ofo6HbIM  pexkumMam Jiisi MOJIO-
JIbIX MAlUHeHTOB Hamu Obl1 BeiGpan pexkum CHOD(8)-EDHAP
[8,12]. Omun kype CHOD(8), Takxke Ha3bIBaeMblil 2-HeIebHBIH
CHOD, Bx/touaet 1ByKpaTHOE BBEJIEHHE JOKCOPYOHULMHA B JI03€
50 Mr/m? ¢ Helle/IbHBIM HHTEPBAJIOM, UTO caMo 1o ce6e 3HauH-
TeJIbHO MHTEHCU(ULHMPYET JieueHue, W 2-HelesbHbIH Kype Mpu-
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Puc. 12. Skcnpeccus onyxoneebiMu knetkamu Ki-67 (En-Vision, x100)

ema jiekcamerasona. [Tocne ayx kypcos CHOD = R(8) u 1Byx
EDHAP = R pesyJibrathbl pectajpoBaHHsi ONpeie/InInd 4acTiy -
Hylo pemucenio B 69 % cayuaen. Bbicokasi yacToTa HacTHUHbBIX
pemucenii no ganubiM KT npu MenpactuHaibHON JiMMdgoMe onu-
cbiBaetcst B 6oJiblIMHCTBE paboT. [To 1aHHBIM pasHbIX aBTOPOB,
1o okoHuaHuu tepanuu nepsoit Jgunun (MACOP-B, CAP-BOP
W JIp.) 4acTOTa YacTHYHOH pemucchi Kosebseres oT 40 1o 90 %
[13]. BoamoxkHO, 1IMpoKOe MpUMeHeHHe MO3UTPOHHONH SMHCCH-
OHHOH TOMOTpahuH MO3BOJUT HECKOJILKO MEPeCMOTPETh KpHTe-
puu moJiHo# 1 yactuunoil pemuccun nipu [TMBKJI. TTporpamma
EDHAP, TpapuiinoHHO CUHTAMOLIASICST PEXKUMOM BTODPOE JIHHKH,
crasia 6asucHoOl Tepanued 15 nauuenTos nocie qsyx CHOD(8).
[pu cokpatienuu onyxoJieBoil Macchl nocie 1Byx EDHARP, Ho or-
CYTCTBHH MOJIHOH PEMHUCCHH BO3MOXKHO NPOBEJIEHHE ellle 2 Kyp-
COB C MOCJIE/yIOLIMM pecTairpoBanueM. [Tojixos ¢ paHHei MHTeH-
crHUKalHMer! JIeueH s MaLMeHTOB C MeIMaCTHHAIBHOH JUM(OMON
no nporpamme CHOD(8)-EDHAP ucrniosibayercst B [emarosoru-
yeckoM HaydHowM tientpe PAMH [8, 12].

Jlo6aBsienne putykcumMaba K XHMHOTEpAruH corJyacyercs
C COBPEMEHHOH MPAKTHKOH JIeUeHHsI arpeCCHBHbBIX B-K/eTouHbIX
mumdom Boobite u ITIMBKJI B uacTHOCTH.

Hamu pesysnbrathl Mo anasudy oOule# S-JieTHEH BbIKH-
BAEMOCTH TOATBEPHKIAIOT BBICOKYIO YaCTOTY JUIMTEJNLHON T10J1-
HOW pEMHCCHH, a BO3MOXKHO, M BBI3JIOPOBJIEHHs] MALMEHTOB
¢ [IMBKJI npu nevenun ¢ npuMeHeHneM 6oJiee MHTEHCHBHbIX
JieyeGHBIX MpOrpamM, 4eM cranpaprHas nporpamma CHOP.
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