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PED®EPAT

HopynspHaa numdoma XomKkKuHa ¢ numonaHsiM npeoo6-
napanvem (HNXJI) BcTpevaeTcst peako 1 COCTaBnsaeT NULLb
5 % Bcex cnyyaeB nMMAOMbl XOOKKMHa (3a60neBaeMocTb
1,5:1000000). OT knaccuyeckor numdombl XoaxkmHa (kJ1X)
3aboneBaHne OTNINYAETCA Kak UMMYHOMOPONOrMYecKnmm
(BblpaxkeHHas akcnpeccus CD20 Ha LP-kneTkax), Tak v Knu-
HUYECKMMUN XapaKTepucTuKaMu (3HaumTenbHoe npeobnaga-
HVe paHHWX CTaaun, NHOONEHTHOEe TeYeHne C NO3[HNMM pe-
unamMeBamMun 1 TEHOEHUMEN K TpaHchopmaumm B anddysHyto
B-kpynHokneTo4Hyto numcomy). B cBA3WM € orpaHnyeHHbIM
YUCNIOM 6OSIbHLIX BO BCEX MPOCMEKTUBHLIX UCCNEnoBaHUNAX
HIIXJIMT anroput™Mbl niedeHns UCTOpUYeckn 6asupyroTes,
KakK npasBuio, Ha PEeTPOCMEKTMBHbIX OaHHbIX, 4acTO 3anMm-
CTBOBaHHbIX U3 nporpamMm ne4enuns KJIX unn MHBONEHTHbIX
B-kneTo4Hbix numdom. BonbHble peako ymupatot ot HITXTIIM,
O6LLYI0O CMEPTHOCTb ONPEAENAOT NPEUMYLLIECTBEHHO BTOPbIE
ONyXonu N TOKCUYHOCTb, CBA3aHHas ¢ nedveHveM. B nocneg-
Hee fecATuneTre B Lenon cepumn nyénukaumim nokasaHo 3Ha-
YyeHve puTykcumabda B nedveHun HITXJM kak y nepBu4HbIX
605bHbIX, TAK U NPY peunameax, B T. Y. U B FPynne C BbICOKNM
puckom TpaHcopmaumm. Kpome Toro, 06Cy>XaaeTcs MecTo
TaKTUKN «Habnogam 1 Xau», Ny4eBOM U XMMUOTEpPanuu.
CO6CTBEHHBIN OMbIT UCMOMIb30BaHUA puUTykcumasta y 60nb-
HbIx HJIXJIT nokasan ero ateKTUBHOCTL MPU PasnnYHbIX
CTagusx 1 Ha pasHbIX aTanax Te4yeHus 3abonesaHus.

KnioueBble cnosa: HogynspHasa numdoma XomxKuHa
C nMMMAOoMIHLIM MpeobnagaHuem, AMarHocTunka, Knu-
HWKa, neveHne, putTykcnmao.
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ABSTRACT

Nodular lymphocyte-predominant Hodgkin’s lymphoma (NL-
PHL) is a rare disorder; it constitutes only 5 % of all cases of
Hodgkin’s lymphoma (the morbidity rate is 1.5 per one mil-
lion). The disease differs from classical Hodgkin’s lymphoma
(cHL) in both immunohistochemical (marked CD20 expression
in LP cells) and clinical features (prevalence of the early stage
disease, indolent course with delayed relapses and trends to-
ward transformation into diffuse large B cell ymphoma). Since
the number of patients in prospective NLPHL-focused trials is
limited, treatment algorithms have been based on retrospec-
tive data; these are usually obtained from cHL and indolent B
cell lymphoma treatment strategies. Patients rarely die from
NLPHL; in fact, secondary malignancies and other treatment
related toxicities generally contribute to overall mortality. Over
the past decade, there has been a series of NLPHL-related
publications describing prescription of rituximab for newly di-
agnosed diseases and for relapses, including patients at high
risk of diseases transformation. Besides, the role of the “wait
and watch”, radiation treatment, and chemotherapy has been
discussed. Our own experience in the use of rituximab in NL-
PLH patients demonstrated its efficacy at different stages and
at different phases of the disease.

Keywords: nodular lymphocyte-predominant Hodgkin’s
lymphoma, diagnosis, clinical characteristics, treatment,
rituximab.
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BBEJIEHNE

Honyssipnasi iumcboma Xo/pkkuHA ¢ JUMGBOUIHBIM 11Peot-
aanauuem (HJIXJIIT) 6blna BnepBbie onucana H. Jackson u
F Parker B 1944 r. kak naparpanysema [ 1 ]. o ny6aukauuu
B 1994 r. REAL-knaccudukaunu s 0603HaYeHHsT 1aH-
HOro 3a00JIeBaHUsI HCIOJIb30BAJMUCh CHHOHHUMBI: G0Je3Hb
XopkkHa ¢ JiuMdouuTapHbiM npeobJiajanueM, 00Jie3Hb
Xo/pKKHHA ¢ auMouUTapHbiM W ructHoluTapHbiM (L&H)
npeobaananuem [2, 3]. B REAL-knaccuduxaunn Brepsbie
Obl10 chOPMYJMPOBAHO COBPEMEHHOE HAa3BaHHe — HOJLY-
JisipHasi iumMmdoma Xo/PKKUHA ¢ JUMGOUAHBIM MpeobJiaja-
HHEM, KOoTopoe M Bouwio B kiaaccupukauuio BO3 2001 u
2008 rr. B nocnenneit knaccudpukaunu BO3-2008 HJIXJITT
Oblla BblleJieHa B OTAEJbHYI0O HO30JI0THUECKYI0 (hopmy ¢
YETKUMH KJAMHUUYECKUMH U UMMYHOMOP(OJOrHUE€CKUMHU Xa-
PAKTEPUCTUKAMH, OTJMUHBIMH OT KJIACCHUECKON JIUMBOMbI
Xomxkkuna (kJIX) [4, 5]. HIIXJIIT — penkoe 3a6oseBanue,
Bcero 5 % Beex cayuae aumdombl Xomkkuna (JI1X),
3abosieBaeMocTh cocrapaset 1,5 caydas Ha 1 000 000 Ha-
cesieHus [6]. B MHOrouncIeHHBIX HCCIEIOBAHUSAX TTOKA3aHO,
uto npu KJIX reHerudeckue akropbl ciabo BJAUAIOT Ha
PHCK €€ BOSHUKHOBEHHS Y POJCTBEHHUKOB. PoJib ceMeiHOro
pucka npu HJIXJIIT 1o nocneanero BpeMenu He HdyvaJach,
HO B 2013 1. (hMHCKUMH yueHBIMH OMyOJHKOBAHO KPYIHOE
NONyJALUMOHHOE — MCCJEIOBAHUE,  KOTOPOE  BKJIOUMJIO
692 60sbHbIX HJIXJIIT 1 4280 nx poACTBEHHUKOB MEPBOrO
nokoJienusi. Okaszajioch, 4To puck pazsutus HJIIXJII,
OMpe/ie/IeHHbIH 110 MOKAa3aTesl0 OTHOLLIEHHS CTaHAAPTHU30-
BaHHOU uactoThl (standardized incidence ratios — SIR),
Y POACTBEHHUKOB TE€PBOr0 MOKOJeHUs cocTaBua 19 u Obli
HAMBBICUIAM Y POJACTBEHHMIL MOJIOJbIX MalUeHTOB. B ToM
Ke ucesiegoBanuu nokasaresb SIR s kJIX cocrasua 5,3,
a JJisl HeXOLKKMHCKUX juMpom — 1,9 [7]. [TosyueHHble
JlaHHble 006palllaloT BHUMAaHHE Ha BO3MOXKHYIO POJib Ha-
caenctBenHoctd B pazsutuu HJIXJIIT, onnako Heo6XoauMbl
JlaJibHEMIIIne UCCeIOBAHUS /IS BbISBJCHUS T€HETHUECKHUX
(hakTOPOB U PaKTOPOB OKPYKAIOLIEH CPEJibl, BAUSIIOLINX Ha
pasBuTHE 3TOro 3a60JeBaHHUsI.

WMMYHOMOP®0J10TU4ECKASl XAPAKTEPUCTUKA
N NATOTEHE3

HJIXJIIT umeer psii OTJIMUHTENbHBIX KJIMHHUYECKHX, MOP-
(hOJIOTHUECKHUX, HMMYHOTUCTOXHMHUYECKHUX W T'€HETHYECKHX
xapakrepuctuk. Kmunnyecku HJIXJIIT nmeer uepTsl nHmo-
JIEHTHOH JTUM(OMBI U TOJILKO Y 5 % GOJIbHBIX TPHOGPETaeT
arpeccuBHOE TeueHHe.
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Onyxoneblit  cyoerpar  HJIXJIIT npencraBnen  mo-
NyJsilded 3JI0KAaUECTBEHHBIX KJIETOK M3BeCTHbIX Kak L&H
(morucTHolMTapHble) KaeTku. B knaccudukauun BO3
2008 . 911 KpynHble Ka1eTKH Oblin 0603HaueHbl kak LP (lym-
phoid predominant — mnpenmyllecTBEHHO JUMGpOUIHbIE).
Slnpa 3THX KJIETOK CBET/ble C MEJKMM XPOMATHHOM M 4acTo
MHOrojlo/buatele. B otinune oT Kjaetok bepesosckoro—
Pun—Iltepu6epra KoJIUUECTBO SAPBILIEK B HUX YBEJHUECHO,
OHM XOPOLIO 3aMETHbBI, HO PEIKO ObIBAIOT KPYMHbIMH. Slipa
MMEIOT BUJL € B3/lyBLIMXCS», UTO MOCJYKHUJIO TTOBOJIOM HA3BaTh
LP-knetku «nonkopu»-kjetkam [8, 9].

PucyHoK cTpoeHHsi  JMM(ATHUECKOro y3ja  CTepT
TOTaJIbHO, CyOTOTAJbHO WJM YACTHMUHO 3a CYET MHOTOUMC-
JICHHBIX KPYMHbBIX HOayJel. Tak ke Kak U KaeTku bepesos-
ckoro—Pun—IlItepubepra npu JIX, HemMHOrouncsieHuble
LP-knerku npu HJIXJIIT auckpetHo (puc. 1) W 10BOJIBHO
PABHOMEPHO PACIIOJIOKEHbI B Mpejesiax HoIyJel cpenu
PEaKTUBHOTO MUKPOOKPY:KEHHUS, NPEICTABIACHHOTO MEJIKUMU
JMUM(OUIHBIMU KJIETKAMH U THCTHOUMTaMH. B HeGoJblIOM
KOJIMUECTBE Ha MepU(EpUn HOMyJIeH MOTYT MPUCYTCTBOBAThH
MOJIUKJIOHAJIbHBIE MJ1a3MaTHUECKUE KAETKH. DO3UHOMUIbI U
HEHTPO(UJIbI BCTPEUAIOTCS PELKO, KaK B Mpeesax KpyrnHbIX
HOJIYJIAPHBIX CTPYKTYp, Tak W BHe UX. OmnyxoJieBble KIETKU
coctaBasior 0kosao 1 % Kietounoro cocrasa Moposoruye-
ckoro cyberpata 6osiednu. B otamune ot kJIX Homysn npu
HJIXJIIT o6pa3oBaHbl B OCHOBHOM MEJKUMH JIMM(OUIHBIMU
KJIETKAMH, KOTOpble GoJiee KOMMAKTHO PACTOJNOMKEHBI MO HX
nepudepun. KosiareHoBblil pubP0o3 BOKPYT HOMLyJIeH 0OBIYHO
orcyteryet [ 10]. [lpu gantenbHo cyuiecTByioleh aumae-
HOMATHU U PeLUIMBAX 3a00/1€BaHUS MOXKET MPUCYTCTBOBATDH
CTpoMaJibHbIHA (UOPO3, B T. U. B BUIE MPOCJOEK KOJIIAreH!-
3upoBaHHoli GuGposHoi TKauu (puc. 2). [Tpumepro B 20 %
c/lydaeB B TKAHH JIMM(ATHIECKOTO y3J1a UMEIOTCS KPYITHbIe
(hOJTMKYJTOTION00HBIE CTPYKTYPbl — TPOTPECCHBHO TPaHC-
(hopMHUPOBaHHbBIE LEHTPbI PA3MHOMKEHHUS.

Bhiiesisitor Hopysisipublit 1 uchdy3Hbiit Mopdosioruue-
ckue noarunsl HIIXJITT. nddysubiii noarun Berpeyaetcs
pPEIKO U OTJHYaeTcst TeM, 4To Mpeobsagator auddysHble
yuyacTkd pocta (puc. 3), LP-kjmetkn pas6GpocaHbl Ha
quddysHoM ¢oHe, cocToslleM MPEUMYLIECTBEHHO M3 pe-
akTuBHbIX T-umdountoB — dosnukyasapHbix T-xennepon
Tih (PD1+, CD57+) (puc. 4). Penkoctb auddystoro mnoj-
THna, cocrasJsiolero okoao 1 % seex caydaes HJIXJIIT,
BbI3bIBAET JIUCKYCCHIO KAK O CYLI€CTBOBAHUM 3TOTO MOJTHIIA,
TaKk U 0 LejecooOpa3HocTH ero Bbiaenenus [9, 11]. Co-
IJIaCHO MPUHATOMY B Hacrosillee BpeMs onpeseneruio BO3,
s noarBepxkiaenus auarHoza HJIXJIIT tpebyetcs, uTo6bI
X0Ts1 Obl YaCTb OMyXOJH HMeJa HOIYJsSpHOE CTpoeHue [5].
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E.A. [lemuna u ap.

Puc. 1. HogynsapHas numdoma XomKKMHa ¢ numonaHeiM npeod-
napaHveM. [Be KpynHble LP-kneTku co cBeTnbiMM MHOrononacTt-
HbIMW  fApamMu, YKPYMHEHHbIMU 303MHOMUABHBIMW  AAPbILLKAMU
cpean BbIPaXKEHHOrO PeakTUBHOrO MUKPOOKPY>KEeHUs, NMpeacTas-
NIEHHOTO MENKUMK  NIMMPOMAHBIMU  KNEeTKamMu, nnasmoumTamu.
BBepxy — kpynHas knetka ¢ runepTpodvpoBaHHbIMU AApPbILLKA-
MM, HanomuHawLlasa knetky bepesosckoro—Pug—LLiTepH6epra.
Okpacka remaTokCUIMHOM U 3031HOM, X400

Puc. 3. HogynspHasa numdoma XopkknHa ¢ numaponaHbiM npeob-
napgaHneM. Y4acTku onyxonu ¢ npeo6naganvem anddysHoro po-
cta. Okpacka reMaToKCUIIMHOM 1 903MHOM, X 50

B nocnennee Bpems yactb ciydaeB auddy3HOro nojaTuna
HJIXJIIT gnarnoctupytor Kak kJIX, 6orateii aumbouuTamu
BapuaHT. YacTb HAGMIOAEHUH CIle/lyeT OTHOCHTD K I hy3HOI
B-kpynHokseTouHol uMdomMe Un ee noaTHy — GoraToi
T-nmumcbounramu/ructrounramu [ 11].

Mopdonoruueckasi auartoctuka HJIXJIIT  tpymua.
[Tpu cosnannn REAL-knaccudukaluun eBponeickumMu u
aMepUKAHCKUMH 3KCMepTaMU-TNaTosoraMu Obljia NpoBeaeHa
peBu3ust 426 cayuaes, co6paHHbIX B MerknyHapoaHoil 6ase
JaHHbIX N0 JIX, KoTopble MepBUYHO ObLIM PACLEHEeHbl Kak
HJIXJIIT. Tlpu mMopdosoruueckoii 1 UMMYHOTHCTOXMMUYE -
KOl peBu3HH ToNbKO 51 Y% cayuaes Gbl1 otHecen K HJIXJITT.
PeknaccuduuupoBano kak kJIX, Goratasg Jumdouuramy,
27 % cayuaes, kak kKJIX — 5 %. Cpemn octanbhbx B 3 %
cyuaeB ObLIH AMArHOCTHPOBAHB! HEXOLKKUHCKHE TUM(POMBI,
B3 % — peakTnBHble U3MeHeHus1. He oueneno 11 % Hao-
Joaenuit [6].
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Puc. 2. HopynsapHasa numdoma XomKknHa ¢ numMdgongHbIM npeod-
naganuem. KpynHble HOAYNspHblE CTPYKTYPbl, OKPY>XEHHbIE TOH-
KUMW Mpocnonkamn pubpo3HON TKaHW; NpUCyTCTBYET dparMeHT
yTonLeHHon Tpabekynbl. OnutenbHO cyluecTBylowasa numdane-
HonaTus. BuonTtart naxosoro numdaTtnyeckoro yana. Okpacka re-
MaTOKCUIIMHOM M 3031HOM, X50

Puc. 4. HopynsapHasa numdoma XomKknHa ¢ numMdgonaHbIM npeod-
napaHnem. KpynHble LP-KNeTkn OKpyXeHbl po3eTKonoAo6HbIMU
CTPYKTYypamu, cchopmmpoBaHHbiMn knetkamm PD1+ (Tfh). Ummy-
HodbepMeHTHbIV meTod, X400

Junarnoz HJIXJITT nosken yctaHaBiuBaThCsl OMBITHBIM
MOPOJIOroM ¢ Noc/IeIyoWUM 0653aTe/IbHbIM BbIMOJHEHHEM
MMMYHOTHCTOXMMHUYECKOTO HCCIE/I0BAHMSI.

Arunununbie LP-kietkn o6biuno skcnpeccupyior CD20,
CD45 1 He sKcnpeccupyloT xapaxkrepHale st KJIX aHTUreHbl
CD30 u CD15 (no/soxuTesbHasi 9KCIPeCccHsi oTMeuaeTcst
JIMLIb B eAMHUYHbIX C/1ydasix). s noaTBepaxaeHus arnosa
pononnuTeabHo onpenensior BCL-6+/—, PU.1+ (puc. 5),
J-chain+, BOB.1+, IRF4/MUM.1—/+. Pasnnuus ummy-
noenoruna HJIXJIT u kJIX npencrasnenst B Tad1. 1.

Akcnpeccust nan-B-knerounsix mapkepos (BCL-6, ak-
THBALMOHHO-HH/IYLIIPOBaHHAs LMTHAMHe3aMKUHaza — AlD),
TPAHCKPUIMLMOHHBIX (PAKTOPOB U KO(AKTOPOB, a TaKxKe
AHTHUTEHOB, ACCOLIMMPOBAHHBIX C HOPMaIbHBIMK B-Ki1eTkamn
repMHHATHBHOTO 1I€HTPA, YKA3blBaeT Ha B-xneTounoe npo-
ucxoxkaenue LP-kuerok npu HJIXJIIT. Metonom nosume-
pa3Hol LIeMHOH peaKLUH TAKXKe BBISIBJICHO, UTO B OMYXOJIEBbIX

KIMHUYECKAST OHKOTEMATOJIOTHST
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Pue. 5. HogynspHasa numdoma XomoXKnHa ¢ nMMongHbIM npe-
obnapgaHuemM. KpynHble onyxonesble LP-knetkm akcrnpeccupytoT
B-KneTo4HbIn TpaHCKpUNUMOHHBIA dhakTop PU.1 ¢ skcTpaHogynsp-
HbIM PacMoNoXeHneM oTAesbHbIX M3 HUX. LP-kneTkn pacnonoxeHsi
cpeay MHoroumcneHHbix CD20-no3nTBHBIX MeNKux B-kneTok yxe
CYLLIECTBYIOLLIEr0 BTOPUYHOMO IMMAONAHOMo dhonnukyna. MimmyHo-
epMeHTHbIA MeTod, X200

KJIETKAX MPUCYTCTBYIOT C BBICOKOH YACTOTOH COMaTHUECKHUe
MyTallUd B BapuaOesbHbIX PErMOHAX TEHOB, KOAUPYIOLIHX
CUHTE3 TSDKEJbIX W JIETKUX Lenedl HMMYHOTJ00YJHHOB.
Kpome ToOro, GosbUIMHCTBO BhiAedeHHbIX LP-kiaeTok xa-
PaKTEPU3yeTCsl BHYTPUKJIOHOBOH IeTEPOreHHOCTHIO, CBUjlE-
TEJILCTBYIOUIEH O TPOJOJ/IAKAIOUIUXCH COMATHYECKHX THIEp-
myTauusix. Bce BhllleckazaHHoe mnoaTBepxKaaet, uto LP-
KJIETKH SIBJSIOTCS TMOTOMKAMH B-K/JI€TOK TrepMHHATHBHbBIX
yTanoB auddepeHuuposku [ 13— 16].

[TatoreHeTHueckue MeXaHHU3Mbl pa3BUTHs  OOJIE3HU
J0 KOHLIA He W3YyueHbl, ofHaKo BaxkHbiM mpu HJIXJIIT,
Tak e Kak U KJIX, sABiseTcs KOHCTUTYTHBHAs aKTHBALMs
curnanbHoro nytd NFkB, o6ecneunBaroiias xKuaHecrnocoo-
HOCTb OIYyXOJIEBbIX KJETOK M MX YCTOHYMBOCTb K anomnTogy
[13, 17—19].

WMHposeHTHOE TeueHue, sKenpeccus anturena CD20 npu
orcyterBud MapkepoB CD30 u CD15 Ha noBepxHOCTH omy-
XOJIEBBIX KJIETOK, XapakTepHbix st KJIX, nosroe Bpems noj-
nepxuBanu MHenue, uto HJIXJIIT 6/mu3ka K MHAOJEHTHBIM
HEXOJLKKHHCKUM JIMM(OMaM, B 4aCTHOCTH K (DOJITUKYISIPHOM
[16]. OnHako aHanu3 npouss SKCIPECCHH MeHOB MoKasaJl
6osiee 6sn3Kyio cBsizb HJIXJIIT ¢ 6oraToit T-mumdounramu
B-kiserouHoit kpynHokaerounoir sumdomoin (IBKJI-BT),
auddysnoit  B-kpynHokierounoi sumbomon (JABKJI) u
KJIX, HECMOTPSI HAa UMEIOLIUECS OTJIMUUS B HMMYHOTHCTOXH -
MHUeCcKOM npoduiie npu 3TuX 3aboJieBaHusx. Bornpeku panee
CYLIECTBOBABILIEMY MHEHHIO, He OblI0 HAHAEHO 10CTATOUHOTO
CXOJICTBA B npocuse sKcrnpeccun reHoB mexay HJIXJIT u
thosukyaspHoit iumdomoit [ 13, 17, 20, 21].

TPAHC®OPMALIUAl B HEXOAXKWUHCKYH NTUM®OMY

B-kjieTouHblil  PeHOTHIT, TMPOAOJKAIOLIMECS] BHYTPUKJIO-
HaJlbHble MYyTalMd TE€HOB, KOJUPYIOUIMX CHHTE3 UMMYHO-
rJIOOYJIMHOB, MPEANOJaraloT TecHble B3aMMOOTHOLLIEHMUS
HJIXJIIT ¢ B-kjieTOUHBIMH HEXO/RPKKHHCKUMHU JIMM(OMAMHU.
B nauase 90-x rojfoB MpoLLIOr0 BeKa KOMIIEKCHbIH
aHasu3 JanHbix OosbHbix JIX (International database on
Hodgkin’s Disease — IDHD) BbisiBUJ1 GoJiee BbICOKHH PUCK

www.medprint.ru

Tabnuua 1. VIMMyHOrMCTOXMMNYECKOE OTIYNE HOLOYNAPHON
nMd oMbl XOMKKMHA € NMMAOVAHBIM NpeobnagaHnem ot
Knaccmyeckon numMmdombl XoaxkuHa [5, 12, 13]

Jlumchoma XomKKuHa mmyHodheHoTUN OnyXoneBbIX KNEeTokK

HAXIn CD20+, CD45+, CD30—, CD15— (B eAMHMYHBIX CAy4asax
nonoxumrensHas akcnpeccus), BCL-6+/—, PU.1+,
J-chain+, BOB.1+, MUM.1-/+

KITX CD30+, CD15+, CD20-/+ (CD20+ okono 20-40 %

cny4aes), CD45-, PAX5 (cnabas sgepHas
akcnpeccus), BOB.1-, MUM.1+

pasdBuTHsl BTOpoil suMcombl y 6osbHbIX HJIXJIIT no cpas-
HeHuio ¢ KJIX. B aTom ncenenoBaHuy puck HeXOKKUHCKOH
qumdombl 6611 B 1,8 pasa Bbilie y GoabHbix HJIXJIIT mo
cpaBHenuio ¢ kJIX [22]. BrnocseactBuu 3TH naHHble OblIKM
MOATBEPXKIAECHBI U PSIOM JPYrux HcceaenoBaHuil [6, 23]
CoryiacHo naHHbIM EBpornefickoit paGouell rpymnmbl Mo JMM-
tdomam (European Task Force on Lymphoma — ETFL),
npu meauane HabJioeHust 6,8 roga Bropast Jumdoma Oblia
poisiBiena y 2,7 % (6 uz 219) Goabnbix HJIXJIIT [6]. B To
)K€ BpeMsl uacToTa BTOPbIX JuMdoM 1pu KJIX cocraBuia
auib 0,9 % no gauueiv IDHD, e coOpaHbl CBEJIEHHST O
12 411 GoabHbix KJIX [22]. BbleckazanHoe u psia Ipyrux
MCCIeIOBAHNH TTIOKA3bIBAIOT, UTO, HECMOTPS HAa UHIOJIEHTHOE
Teuenue, xapakreproe st HJIXJIIT, cyectByet TeneHums
K OJIHOBPEMEHHOMY HWJIH T0C/]EI0BATENLHOMY PA3BUTHIO
BTOpPOil iuMombl, 06biuHo JIBKJT nnu IBKJI-BT [24, 25].

MouJiekyJiIsipHble MCCJIEIOBAHUS, TIPOBEJEHHbIE Y 3THX
OOJIbHBIX, BBIBHJIM HaJHUME KJIOHAJbHOH CBSI3H MEXKIy
HJIXJIIT u ABKJT [20, 21]. ITosydeHHble naHHBIE MOCJY-
JKWJIK OCHOBAHMEM /1Sl MPEAINOJIOKEHHS, UTO MO0 KpanHeH
Mepe y HekoTopblx nauuentos JIBKJI moxker pasBuTbest
M3 TOTO K€ MpelleCTBEHHHKA B TePMUHATHBHOM LEHTPE,
yto 1 HJIXJIIT, u B 3TOM C/iyyae MOXKHO TOBOPHTbH O TpaHC-
dbopmatuu nocseaHed B juMpomy ¢ GoJiee arpecCHBHbIM
TeyenueM [26—30].

KNNHUYECKASA KAPTUHA

HJIXJIIT — 3aboJieBaHue HACTOJNBKO PEIKOE, UTO JaxKe
KPYIHbIE HCCJEI0BATEIbCKUE LIEHTPbl MOTYT TPEACTABUTDH
JIAHHbIE BCEro O HECKOJIbKHX JecsATKax OGOJIbHbIX 3a JIJH-
TeJIbHBbIN neprof HabsoneHust. basa naunbix mo JIX Arent-
ctBa paka bpuranckoit Kosym6un B Kanane (The British
Columbia Cancer Agency) 3a nepuon ¢ 1965 mo 2006 r.
uMesia cBesieHdst Bcero o 150 GOJIBHBIX ¢ MEPBUUHO yCTa-
HoBJsieHHbIM auarHozom HJIXJITT. Oxnako npu nepecmorpe
TUCTOJIOMMUECKHX TIPENapaToB ¢ yueToM KPUTEPHEB KJacCu-
cduxkaunn BO3 2008 r. u npoBeieHHM MMMYHOTHCTOXMMH-
UECKOTO HCCJIEI0BAHUS HATHO3 Obll MOATBEPKIEH TOJNLKO
y 95 nauuentoB. OcraJjibHble ciydad ObLIH paclieHeHbl Kak
Jipyrue BapuaHtbl umdom [26]. 3a 14 set (¢ ssuBapst 1997 1.
no nekabpb 2010 r.) 46 onkoremarosioro 3anajaHoi [ort-
JIAHIMK BBISIBUIIM ToJIbKO 70 cjiyuyaeB 3Toro 3aboJieBaHus
[31]. M3 Takoro KpyrnHoro Uccie10BaTe/IbCKOro LEHTpPa, Kak
kaunka Meiio B CLIA, B npotuiom rofy 6blio cooGIIEHO O
222 6osbHbix HJIXJIIT, o6paTuBiimxcs B KAHHUKY 3a 40 jieT
(¢ 1970 1o 2010 r.), meuana nabJosieHust cocraBusia 20 jiet
[32]. Bo/ibLIMHCTBO MyOJHKALMK TPEACTABISAET CBEAECHUS O
ropasao MeHbllleM yncjie HabJoAeHHH.

Penxocrs HJIXJIIT nenaetr npoGjemaTHuHbIM TIPO-
BeJIeHHE CPABHUTEJNbHOrO uccaenoBanus ¢ kJIX. B cBszu
C 3TUM OOJIbIIKHCTBO JAHHBIX, KOTOPbIE CMOCOOCTBYIOT
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Tabnuua 2. KnnHnyeckasn xapaktepucTmka 60s1bHbIX HOOYNAPHOW MMMAOMON XOOXKKMHA C MM onaHbIM npeobnagaHnem,
no AaHHbIM Hanbonee penpe3eHTaTUBHbIX NCCNefoBaHNi

Wccneposauue
Moka3artenb A.Borg-Grech et al., V..Pappaetal, D.P.Regulaetal, E.Crennanetal, E.Orlandietal, V.Diehletal, L. Nogova etal,
1989 [34] 1995 [32] 1988 [35] 1995 [36] 1997 [26] 1999 [6] 2008 [11]
Yucno nauneHToB 110 50 73 64 68 219 394
Bospact (meauaHa), net 39 36 29 29 35 35 37
My>X4uHbl, % 75 86 84 81 68 74 75
Craguu paHHue, % 70 78 76 86 75 81 79
Craguu pacnpocTpaHeHHble, % 30 22 24 14 25 19 21
B-cumnTtomsl, % 12 6 HeT faHHbIX 9 15 10 9

MPUHATHIO PELLEHHUs], MOJYUeHbl U3 HEPAHIOMH3UPOBAHHbBIX
uccnenoBanuit 11 dasbl. K romy e HJIXJIIT no cpaBHeHHIO
¢ kJIX xapakrepusyercsi 6ojiee UHIOJEHTHBIM TEUEHHEM C
no3aHuMK petuauBamu [ 13].

[Tonpo6ublil anan3 KanHuueckol kaptuubl HJIXJIIT,
clleJIaHHBIN N0 HAGJIIOEHHUIO 3a OOJBIION MPYNNON GOJbHBIX,
Obl1 Briepbie onybuukoBad B 1999 r. ETFL [6]. 910 wuc-
cJiefloBaHUe BKJ/I0YaJI0 gaHuble 0 219 60JbHbIX U3 17 0HKO-
JIOTHYECKHUX 11eHTPOB EBporibl 1 AMepHKH, KOTOPBIM HArHO3
HJIXJIIT 6611 mocTaBjeH u3Ha4abHO U MOATBEPIKIAEH MOCe
nepecMoTpa TUCTONOIHUECKHX MPENapaToB B COOTBETCTBHUU
¢ REAL-knaccudukauuesi. CpaBHeHHE — KJIHHHYECKOI
KapTHHBI MPOBOJMJIOCH TOJIBKO C BapuaHToM KJIX, 6oraTto#
mumdonntamu (kJIX-BJI). BosblIMHCTBO BKJ/IOUEHHBIX B
ucesenoBanne 60JbHbIX nosydanu Jjedenue B 1980-e rojpl,
Meauana HaoJoneHust cocrasuia 6,8 ropa pist HIIXJIIT u
8.2 rona st KJIX-BJI.

Haubosee mnoJiHbIA CpaBHUTEbHBIA aHAIN3 KIHHUYE-
ckoit kaptuubl HJIXJIIT u kJIX 6bin1 npencrasien B 2008 .
Lucia Nogova u coaBT. Ha ocHoBaHuHK 6a3bl gaHHbIX GHSG,
B KOTOPY1O BOLLIO 8298 GOJIbHBIX CO BCEMH KIMHUUECKUMU
cragusimp JIX, noJiydaBlLMX JieyeHHE MO [POTOKOJaM
HD4-HDI12 ¢ 1988 no 2002 r. [11]. Boabubix HJIXJIIT
Ob110 394 yesioBeka, a KJIX — 7904. Menuana HabJ101e HUsI
cocraBusia 50 mec.

OTH JBa U IPyrue UCCIAENOBAHUS TTO3BOJIUIN COCTABUTD
kauHudeckyto Kaptuny HJIXJIIT u BbISIBUTB uepThl, oT/iMYa-
toupe ee ot KJ1X.

HJIXJIIT umeeT uHAoJIEHTHOE Te4yeHHE, O YeM CBHJE-
TEJILCTBYET TOT (paKT, UTO yMepeHHas JuMdaneHonarus He-
PEJIKO BBISIBJISIETCS 38 MHOTO JIET JI0 YCTAHOBJIEHUS IUAarHo3a
[6, 11, 32, 33]. Menuana Bodpacra BO BCeX MCC/EIOBAHUSAX
Bbille, 4eM npu KJIX, u pocruraer 35 jer. [lpeobaanaior
My>KUMHbBI M paHHue cTaauu 3abonesanus — Gosee 70 %
(taba. 2). PacnpocTpaHeHHble CTaMH, TaK 2Ke KaK U CHMII-
TOMbl MHTOKCHKALIMH, BCTpevaloTess peako (tabna. 2 u 3).
B ornmune ot xJIX npu HJIXJIIT pexxe GuiBaeT maccuBHOe
nopaxkKeHue CpeloCTEHUs, BOBJeUeHHEe GOJIbIION0 YHCIa 30H
JUM(ATHIECKUX KOJIJIEKTOPOB, TOBbILIEHHE aKTUBHOCTH
naxraraeruaporenassl (JIAIN). Kpaitne penxo ormeuatorcs
9KCTpaHoJa/NbHble nopaxkeHuss U yBesaudeHue CODI, euie
pexe — TopaxkeHue KOCTHOro mosra [6].

Jo nenasnero Bpemenn npu HJIXJIIT nenonbsoBanucs Te
JKe MPUHUMIBI BIOOpa MeTola U oObeMa Teparnuu U Te Ke
CTaHAApPTHbIE MPOTOKOMbI, uTo U npu KJIX. Takoii momxon
nosposisieT goctHub 6oee 90 % nosmbix pemuccuii [6, 11].
OnHaKo MHIOJNEHTHOE TeUEHHE U Pa3/iniuusi B UMMYyHO(EHO-
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Tabnuua 3. CpaBHEHME KITMHUYECKUX XapaKTepUCTUK
605bHbIX HOAQYNAPHOM NMMMEOMON XOAXKUHA C MMMAONZHBIM
npeo6nagaHnemM n Knaccmyeckom nMM@omMon XomxKuHa
(maHHble GHSG, npoTokonsl HD4-HD12, 1988-2002 rr. [11])

HIXnn KNX
(n=394) (n=1904)

XapakTepucTuka naumeHToB

Bospact (meaunaHa), net 37 33
My>XX4uHbl, % 75 56
Ctaguu paHHue 6naronpusTHble, % 63 22
Ctaguu paHHue HebnaronpusTHble, % 16 39
Ctaguu pacnpocTpaHeHHble, % 21 39
B-cumntomsbl, % 9 40
MaccnBHoe nopakeHne cpefocTenuns, % * 31 55
9KCTpaHoAanbHble NopaxeHus, % 6 14
VBenunyenue COJ, % ** 4 45
MopaxeHue = 3 ob6nacTei nUMQaTn4ecKknx 28 55
KOJ/eKTOpOB, %
YposeHb JII BbiLe HOPMbI, % 16 32
BbKnBaemocTb, CBO60OAHAA OT Heyaad NieYeHus, 88 82

4-neTHas, %
061128 BbPKNBAEMOCTb 4-NeTHAs, %o 96 92

* MaccuBHOE NOpaxeHne CPeLOCTEHUS — OTHOLLEHNE MAaKCUManbHOM0
pa3mepa 0myxonu K MakcumManbHOMy AuameTpy rpyAHON KNeTKN Ha
peHTreHorpaMme B NpsAMoii npoekummn 6onee 33,3.

**C09 = 50 mm/4 npu oTcyTCTBUM B-cumnTOMOB 1 = 30 MM/4 Npu HanMynuu
B-cumnTomos.

TUIIE OTPEAEaAIOT 0COOEHHOCTH BeldeHHs 3THX OOJIbHBIX B
PAa3/IMYHbBIX TIPOTHOCTHUECKUX TPYIITaX.

BoinosiHeH1e MPOCMEKTUBHBIX PaHIOMH3UPOBAHHBIX HC-
CJICIOBAHUH, KAK W OLIEHKA yxKe NPOBEJICHHON Tepariuu, 3a-
TPYAHEHBI U3-3a MaJIOTO UUC1a OOJbHBIX B KAXKI0H KIUHUKE,
K TOMY 2Ke OTOOpPAHHbBIX 3a JUIMTEJbHBIH MEePHOL BPEMEHH.
Tem He menee HerocpencTBeHHAsT 3PPEKTUBHOCTD JieUeHHs]
B LIEJIOM Bbicoka U goctHraeT 96 % MOJHbIX PEMUCCHH 110
naunbiM ETFL u 87,5 % — no gannbiM GHSG, uto cratu-
CTHYECKH 3HAYMMO MPEBLILIAET YACTOTY MOJHBIX PEMHUCCHH
y 60sbbIX KJIX — 81,7 % (p = 0,034; nannbie GHSG)
[6, 11]. HecmoTpsi HA TO 4TO CBEAEHHS O AJIUTENbHOM Oe3-
PELMIMBHOM TE€UEHHH U BbIKMBAEMOCTH (€3 MpPOrpecchpo-
Banus (BBIT) snauntesnbio Bapbupyior (ot 45 10 80 % npu
10-netHem HaOuofieHnK ), peadyasratbl 10-neTHell obuieit
BbikHuBaemoctH (OB), npuBoanmble B 60JbLIMHCTBE My O/IH-
Kaluii, pazinuaiorest Masio u gocruraior 80—90 % (Taou. 4).
ABTOPHI  CBfI3BIBAIOT TaKyl0 BBICOKYIO 3P (HEKTHBHOCTD
sevenust HJIXJIIT ¢ npeobaananvem 60JbHBIX ¢ PaHHUMH
cramusmu 6oJie3HH (cM. Tabil. 3).

[Ipu cpaBHennu kaunudeckoro tedyenust HJIXJIIT u kJIX
4-7IeTHSIST BBIKHBAEMOCTb, CBOOOJHAs OT Heyjlad JeueHHsi
(BCHJI), tak xe xak u OB, oxasanach Bbilie y GOJbHbBIX
HJIXJIIT: 88 vs 82 % u 96 vs 92 % cootsetctsento [11].

KIMHUYECKAS OHKOTEMATOJIOTHAS



Hopynapnas numdoma Xopxkuna ¢ numconanbiM npeobnaganmem

Tabnuua 4. OtoaneHHble pe3ynbTathl IeYeHns 60MbHbIX HOQYNAPHOW NMMMAOMON XOKKMHA C MMM onAHbIM npeobnaganvem,
no AaHHbIM Hanbosnee penpe3eHTaTUBHbLIX UCCReaoBaHUN

BbkuBaemocTb, %

bespeunausHas be3s nporpeccupoBanus O6was
Wccnepnosanue Yucno nauueHTos 5 ner 10 ner 5 ner 10 net 5 ner 10 ner
M.L. Hansmann et al., 1984 [37] 145 HA HA HA, HA 90 HA
D.P. Regula et al., 1988 [35] 73 HO 60 HA HA HA 82
A. Borg-Grech et al., 1989 [34] 110 88 HA HA HA 80 HA
E. Crennan et al., 1995 [36] 64 HO HI HI 74 HA 85
S. Bodis et al., 1997 [38] 75 HO 80 HA HA HA 93
E. Orlandi et al., 1997 [26] 68 HO HO HA 45 HO 71
V. Diehl et al., 1999 [6] 219 HA HO HO 70 HA 92
L. Nogova et al., 2008 [11] 394 HO HO 88 HA 96 HO

Hl — HET JaHHbIX.

Kpowme Ttoro, kak nokasanu ganubie ETFL, 8-nerusss BCHJI
y 6osbHbix HJIXJIIT 3aBucuT U oT craauu 3abojeBaHUS:
85 % npu I cramuu, 71 % — npu 11, 62 % — npu Il u
24 % — npu IV [6]. TTo panneiv GHSG, wactora npo-
rpeccupoBanust npu HJIXJIIT okazanack HuxKe M cocTaBua
0,3 % no cpasnenuio ¢ 3,7 % npu kJIX (p = 0,0001). Kpome
TOro, NpU OJMHAKOBOI uactoTe peuuansos (8,1 vs 7,9 %
COOTBETCTBEHHO) npeobaaganu nosuuue (7,4 vs 4,7 %;
p = 0,022) nan paunumu (0,8 vs 3,2 % COOTBETCTBEHHO)
[11]. B Tom e ncenenosanun GHSG 6blio nokazaHo, 4to
OTPULIATEJLHLIMH MTPOTHOCTHUECKHMHU  (DaKTOpaMu, onpe-
JeJISIIOUIMMH KOHTPOJIb HaJl onyXxoJbio (BausiHie Ha BCHJT)
npu HJIXJITT, okazanuck pacrpocTpaHeHHble cTafguu 3a60-
nesanus (p = 0,0092), yposenb remorsio6una ke 105 r/n
(p =0,0171) u aumdonenus menee 8 % (p = 0,01), a hak-
Topamu, Bausiommu Ha OB, Gblin Bo3pact crapiie 45 siet
(p = 0,0125) u pacnpoctpanennbie ctamuu (p = 0,0153).

PAHHWE CTAQUW, BNATONPUATHBINA NPOTHO3

Cpemnn GosbHbix HJIXJIIT sta rpynna nauGosiee MHOTO-
uncseHHas M coctapaser 6osiee 60 % Beeil monyasumu
nauuenTos, no aanuoiv GHSG — 63 % [11]. Bosblble B
stoit rpynmne (I—IIA cragus Ge3 (hakTopoB pHcKa) HMEIOT
Hauaydinii pornos: OB npuGamxaercs k 100 % uesa-
BUCHMO OT BbIOOpA TaKTHKK BeJieHUs. PasinuHble KAHMHUKY U
MCCIEIOBATELCKUE PYIIbl HCMOJIBb3YIOT Pa3HbIH MOAX0N, —
OT TAKTHKH «HAOJII0a| U XKIM» ¥ XUPYPrHUECKOTr0 ylaJeHUs
OJIMHOYHOTO JIMM(ATHUECKOTO y3J1a JI0 Jy4eBOH Tepanuu B
pazinuHoM obbeMe (06JyueHHe TOJLKO 30HbI MOPaXKEHMUs
WIM pajiiKajbHas JyueBas Teparusi), TOJIbKO MOJUXHMHO-
Teparuu, UMMyHOTEparidu B MOHOpexKHUMe (pUTyKcumao),
a TakKe pasJMYHbIX KOMOWHAUW# 3Tux MetomoB. Llesb
JIeUeHHUst — 3TO He TOJIbKO H3JieueHHe OONBLHOT0, HO H MAKCH -
MaJibHO€ MPEIOTBPALEHHE PAHHUX W MO3AHUX OCJOXKHEHHH
Tepanuu, 0co6EHHO TaKKUX, KaK BTOPbIE OMyX0J1H, Oecrionme,
TUIOTUPEO3, MOBPEXKICHHE CEPJIlla M JIETKUX, a TaKKe 3a-
JIeP2KKa pocTa y IeTel.

B 2 HeGoJbLIMX HCCJACIOBAHUSX M3 MeIHATPUUECKOH
MPaKTHKK M0C/1€ SKCUM3UOHHON OHOMNCHU, KOTOpasi He BCeria
npecseoBasa 1eJsb PaIUKaabHOTO yAaJeHUS OMyX0JHd, Oblia
NpUMeHEeHa TaKTHKA «HAOJMI0Aal U 2KIAKU» y YacTH OOJIbHBIX C
nokannsoBantoi 1A cramueit HJIXJIIT [39, 40]. B onsom u3
3TUX UCCJIeL0BaHUi ¢ MeardaHoi HabuogeHust 70 Mec. 6ecco-
GbiThiiHas BbkkBaeMocth (BCB) cocrabuna 42 % B rpynne
Ges Jiedenuss no cpasrenuio ¢ 90 % B rpynne GOJbHbBIX,
MOJIyYHMBLINX JIONOJHUTENbHYIO Tepanuto [39]. B apyrom wuc-
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CJIeJIOBAHUU TaKTHKa «HAOJIOAal M »KIU» UCIO0JIb30BaJach
TOJIBKO Yy MALMEHTOB C PalMKaJIbHbIM ylaJeHUEM MOpPaXKeH-
HOro Jumdaruueckoro yana. bBoJibHbIM, KOTOpbIM Oblia
BbIMOJIHEHA HEMOJIHAS PE3EKILUS, IOTIOTHUTEIbHO POBOANIIN
MOJIMXUMHOTEPANUIo. 3a BpeMsi HaOJIOEHHS PELUIUB pas-
BuJcs Tosbko y | GosbHoro co Il cramuedt, mosyuusiiero
MOJIMXUMHOTEPAIUIO rocsie HenoJHo# pedekuuu [40]. Bro-
CJIEJICTBUU ObLJIM NPECTaB/EHbI JaHHbIE 2 MHOTOLLEHTPOBbIX
HCe/eoBaHU ¢ OOJbILIUM YUCJIOM OOJIbHBIX, HO MeHbLIeH
JUIMTENLHOCTBIO HabumosieHus. [TokazaHo, 4To y MalleHTOoB ¢
[A crapueit HJIXJIIT pamukanbHoe xupyprudeckoe yaajaeHue
OMYyXOJIM MO3BOJISIET JOCTHUbL MOJHOH peMUccHr GoJiee ueM
B 85 % ciyuaes, npu Meauane nabaiogenus 10—26 mec.
yacToTa peuManBoB coctasaser 17—27 % [41, 42]. ¥ no-
J0BUHbI (56 %) GOMbHLIX PeLMAMBLI JOKaIbHble. B ogHOM
u3 stux uccsenosanuii BBIT nocruraa 67 % npu MeauaHe
HabJiozieHust 48 mec., a B ipyrom 2-jetHsisi BCB cocraBusia
80 % npu OB 100 % [41, 42].

@panitysckue yuensie (Adult Lymphoma Study Group)
npoBesiu cpaBHeHHe BbikHBaeMocTH GosibHbIX HJIXJITT, u3
kotopbix 106 nosyunsu jeueHue, a 'y 66 naupeHToB UCMOJb-
30BaJiach TaKTHKa « HabJtoai ki » [43]. Meauana HabJ110 -
Jlenusi coctaBua 9,5 rosa (3—34 roaa nocJje ycTaHOBJIEHMUS
auartosa). CpaBHeHue Mokasaso, uyto 5- u 10-netHss BBI1
coctaBuia 81 u 66 % y 60JIbHBIX, MOJYYUBIIHX JeUeHHe, U
59 u 41 % y GOMbHBIX, Y KOTOPBIX HCMOJIB30BAIACH TAKTHKA
«HabJoial v xkau», cootBeTcTBeHHO, (p = 0,002). OnHako
10-seTHsIST BBRKUBAEMOCTL OKasaJjach oauHakosoil — 91 u
89 % coorsetctBeHHO. TaKMM 06pa30M, TAKTHKA < HAO/I0al
1 2KIH» HanboJiee onpaBiaHay OTae/bHbIX O0JbHbIX B [€HAT-
PUUECKOH MPAKTHKE M Y MOJIOJIbIX B3POCbIX, KOTIA B CBA3U
C OYeHb XOPOLIUM MPOTHO30M [0 MOKA3aTeJNsAM JUIUTEIbHOH
BbIKMBAEMOCTH 0COOEHHO aKTyasbHO H30eraTbh pucKa Mosj-
HUX OCJIOXKHCHUH JIy4eBOH U XUMUOTEPAIHHU.

Haun6os1ee yacto npu pannux craausix HJIXJITT ¢ 6aaro-
NPUATHBIM TMPOTHO30M MPUMEHSIOT PA3JIMUHbIE BapHAHTBI
JlydeBoil Tepanuu. JlaHHble 0 pedysbTaTax JyueBol Teparnuu
onyGJIMKOBaHbl KaK KPYMHBIMH HCCIEA0BATENLCKUMU TPYII-
naMu, TakK W OTAEJbHbIMH MHCTUTYTAMH, U B OOJIbLIMHCTBE
paboT mnopuepkuBaeTcsi ee BbicoKasi 3((HEKTUBHOCTL TPU
JUTUTEILHOM CPOKe HaGJI0AeH s, 0COOEHHO Y GOJbHBIX ¢ [A
cramueit [44—47]. CpaBHeHHe Pa3MUHbIX 0OBEMOB JIy4eBOi
Tepanuu npu panHux craausax HJIXJIT 6Ge3 cakropos
pucka nipeacrarjero B uccaenopannu R.C. Chen u coasr.
[46]. Tosbko JsiydeByto Teparnuio noJyuuad 106 GOJbHBIX.
Paznnunii B OB u BBIT B 3aBUcHMOCTH OT 0o6beMa JiydeBoil
Tepanuu BbIIBJAEHO He Obl1o. OmHaKo yacToTa MO3JIHHX
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OCJIO2KHEHU — BTOPBIX OMYXOJIEH WU CEPACUHO-COCYUCThIX
3a60JieBaHUil — Obl/la 3HAUMTEJLHO BbILLE B TPYIIE JyuyeBOH
Tepanuu 1o paauKaJjbHoi nporpamMmme. B sToM ncenenoBaHuu
npeacTaBjgeHa HeOoJibllias rpynna u3 7 OOJbHBIX, MOJY-
UUBLIMX TOJILKO XMMHOTEpanuio. PeuuauBbl pa3Buiuch y 6
W3 7 naupenToB, 1 Meauana BBIT cocraBuaa qimib 1,5 roza.
B 10 ke BpeMsi y 60JIbHbBIX, MOJYUUBLIHX JYUEBYIO T€pArHIo,
MeauaHa BbhikuBaemocTu jgocrurya 30,3 roga (p < 0,001),
oHako paznuuuii B OB He BbisiB/ICHO.

Jlpyroe KpyrnHoe CpaBHHTEJbHOE HCC/EOBAHHE TPE]l-
craBjeHo repmanckoi rpynnoi GHSG. B ananuz GHSG
BrJtoueH 131 GoJibHOH, MOJYUMBIIKE JeUeHHe Mo Mpo-
tokonam HD4, HD7, HDI10. IlpoBomuioch cpaBHEHHE
3(hheKTUBHOCTH JIyU€BOH Teparnuu B TPeX rpynnax 60JbHbIX
HJIXJIIT. B 1-# rpynne npoBoausioch obJydeHHe TOJbKO
30H HCXOJIHOTO NopaxeHus (n = 45), Bo 2-i1 — obJyueHuUe
Mo MPUHUMNAM PaMKaJbHOH JiydeBOH Tepanuu (n = 45),
B 3-# rpymnne OOJibHbIE MOJyYaJd XUMHOJYYE€BOE JieueHHe
(n=41). YacroTa MoJiHbIX peMUCCHI 0Ka3anach OIMHAKOBOK
(98 %) B rpynnax c sydesoii Tepanueit u gocturaa 100 %
y TaUMEHTOB, TOJYYHBIIMX KOMOMHMPOBAHHOE JieUeHHE.
He 6b110 BbisiBaeHo pasauunii B BCHJT (100, 92 u 97 % B
Tpex rpynnax cootserctsento) u OB (94, 100 u 96 % co-
OTBETCTBEHHO) MPH MeauaHe HabJgioneHus 43 mec. [47]. Pe-
3yJILTAThl THX UCCJETOBAHUMN JIETJI B OCHOBY pEKOMEHALHE
EORTC u NCCN — cuurtaTh JIOKaJIbHYIO JIy4eBYIO TEpPATHUIO
crangaprom Jeuenns 1A cragun HJIXJIIT.

Mmmynorncroxumuueckue ocodennoctn HJIXJIIT no-
cayxkunu s GHSG ocHoBaHHeM H3YUMTb POJIb PUTYKCH-
maba (antu-CD20-aHTuTeNa) B MOHOpPEKHUME Y GOJBHBIX C
[A cramuedi BiepBbie 1MarHOCTUPOBAHHOTO 3a60seBanust [48 .
IT0 UCCIeI0BAHUE TAKXKE MTPECEIOBAJIO /b CHU3UTh PHCK
MO3/IHUX OCJIOKHEHUH JyueBOH M XxumuoTepanuu. OOumit
otBet cocTaBu 100 % (28 601bHBIX ), MOJHbIE PEMUCCHH 10~
cTHrHyThl Y 85,7 % u3 Hux. OiHaKo OTaaNeHHbIe Pe3yJIbTaThl
0Ka3aJ/liCh Xy:Ke, YeM IMPH JIydeBOH MW KOMOUHUPOBAHHOH
tepanuu. [Ipu menuane nabaionenus 43 mec. 3-etHsisi BBIT
cocraBuaa 81 %, a peLUMBbLl ObLIU BbISIBJEHBI Y 25 %
60JIbHBIX. DTO HCCJEIOBAHME OIMPEIEUIO TEHAEHIHIO HC-
M0JIb30BaTh PUTYKCHMAO B COUETAHUU C JIOKAJILHOMN JydeBOH
Tepanuell Kak aJbTepHATHBHBIA BapuaHT TMpH JieYeHHH
JokanbHbIX cTagui HJIXJIIT.

Knunnyeckoe na6nogenne 1

Bosbnas E.O.B. B uione 2009 r. o6parusach B mo-
aukauauky OIBY «POHLL um. H.H. Baoxuna» PAMH ¢
»KajmobaMu Ha omyxoJieBoe 06pa3oBaHHe Ha MeIUajbHON
MOBEPXHOCTH JIEBOTO JIOKTEBOro cycrasa. [lpu ocmotpe
COCTOSIHME YJIOBJIETBOPUTEJbHOE, B 0OJACTH MeIUabHOH
MOBEPXHOCTH JIEBOTO JIOKTEBOTO CyCTaBa MajblIUPyeTCs
MArKOTKaHHOe oOpaszoBaHue pasmepoMm 3 X 4 cm. [pyrue
TPYNIbl IUM(PATHIECKUX Y3JI0B HE YBEJUUCHBI.

[IpoBeneHa 3KCLUU3UOHHAS OUOMCHS OMyXOJH B JIEBOM
JgokteBo# obsactu (23.06.2009 r.). UmMmMyHOrucroxumu-
yeckoe 3akjlueHue: B Mpelesax KPYMHbIX OIMyXOJIeBbIX
HOJyJIell oryxoJieBble KaeTKH ¢ Mopdosorueil L&H-keTok
skenpecerpyior CD20 (MHTeHCHBHAsi MOHOMOp(HAs MeM-
Opannasi peakuusi), BCL-6, PAX5; uacts kierok CD30-
no3uTHBHA (caabas MemMOpaHHas peakuus). BoipazkeH skc-
TPaHO/YJIAPHBII oryxoJieBblii KomrnoHeHT CD20+. B ocHoBe
HOJyJIell OTMEUaeTCsl BblpaxKeHHas OpraHu30BaHHAs CeTb
(hosMKyYIpHBIX AeHAPUTHBIX KaeToK (PK) CD23+. [pu
peakuyn ¢ CD15 nosutuBHbI rpaHyaounThl. [1pu peakuuu ¢
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CD3 nosutuBHbl T-KN€TKH pEaKTUBHOIO MHKPOOKPYKEHHUS.
B uactu onyxosieBbIX HOMIyJEH ONPEessloTess OCTaTKH
CBETJ/IbIX 1IEHTPOB PA3MHOXKEHHUS yXKe CYLIECTBYIOUIMX (POJI-
qukysoB. Kaprtuna coorsercrByer HJIXJIIT ¢ HomynsipHo-
JUPY3HBIM XapaKTepoM PocTa.

[Ipu o6cenenoBanuu, Bratouapiiem KT opranoB rpynHoit
kaetku u [19T-uccnenoBanue, Apyrux nposisjaeHui sadose-
BAHUSA HE BLIABJICHO. YeTaHOBJeHA [A cTanus 3a6oieBaHus.

Jleuenue: ¢ 03.08.2009 no 26.08.2009 r. npoeneHa
JlyueBast Teparnusi Ha JieBylo JokTeByto obsactb (PO 2 Ip,
COJI 24 Tp). C 20.08.2009 no 10.09.2009 r. BbINONHEHO
4 BBesieHus puTyKcuMaba B 103e 375 mr/m2 (700 mr) 1 pas B
Heseso. KoHeratupoBaHa noJsiHas peMUCCHS.

Ocenblo 2012 1. 6osbHasA 3aMeTHIa YBEJIHUEHHbIH JIHM-
thaTHueckni y3es Ha uiee cieBa. [lpu oGcnenoBaHuu o
JaHHbIM Y3 Ha 1ee cyieBa onpeesisiics: JuMdaThieckui
y3ed pasmepom 2,5 X 0,9 X 3,8 c¢M, B HaK/IIOUMUHON 06-
Jactu siumcartrueckue yaibl o 0,5 X 0,3 cm, no 3ajHeii no-
BepxHocTH 1en — 10 0,7 X 0,3 em. B npyrux peruonapHbix
30HAX MATOJIOTHYECKH U3MEHEHHbIE TUM(aTHUECKUE Y3JIbl He
onpeessioTes.

[IpoBeneHa OGHOMNCHS YBEJUUEHHOTO JIMM(ATHIECKOTO
yana Ha uiee cjeBa (21.12.2012 r.). Tucronoruueckoe 3ak-
JIIOUeHHe: B TKaHU JIMM(ATHIECKOro y3/1a MopdoJioruueckas
KapTHHA CMElaHHOH JIMM(OUAHON TUIIEPIIa3uu PeaKTUB-
HOoro xapakrepa. JloCTOBEpHbBIX MPU3HAKOB OIyXOJEBOTO
pocrta (B uacTHoOCTH, JIX) He 0GHapyKEHO.

CoxpaHsieTcsi TOJIHas PEMHUCCHs, JIJIUTEJbHOCTb pe-
Muccuu b4 mec.

PAHHWE CTAQUW, HEBJIATONPUATHbIA NPOTHO3

N PACMPOCTPAHEHHBIE CTAAUN

[To nannbiv GHSG, 5TH rpynnbl coctaBasior Tosbko 37 %
(16 1 21 % cooTBeTCTBEHHO) OOLIEH MOMYSALUH GOJNBHBIX
HJIXJIT[11]. Kak v npu paHHUX cTaausx ¢ 61aronpusiTHbIM
MPOrHO30M, TaK W npu Jedenun GosbHbix HJIIXJITT npyrux
MPOTHOCTHUECKUX T'PYTIT UCTIOMb3YIOTCH TE XK€ TPUHLIMIBLI U
Te yKe MporpamMmMbl, 4To 1 npu jsedenuu kJIX. B 6osbinHeTBe
c/lydaeB MPUMEHSIOT CXeMbl XHMHOTEPANUH C aHTPALMKJ/IN-
namu (ABVD, EBVM, NOVP, BEACOPP, CHOP), 6—8 1u-
KJOB C MOCJAEYIOIUM 00JydeHHeM OOJbIINX OCTaTOUHbIX
OMYyXOJIEBbIX MACC UJIH 30H HCXOIHOTO MOPAXKEHHUS.

Haubosee penpe3eHTAaTUBHBIM 0KA3aJ0Ch HCCJAENO-
Banne GHSG, skimounBiiee 394 Gosbubix HJIXJIII, Ko-
Topble nosydnsin jeueHue B 1988—2002 rr. no pasjuuHbIM
NPOTOKOJNIAM KOMOUHHPOBAHHOH XHMMOJYUYE€BOH Teparnuu
C COJEpKALIUMH AHTPAUMKJIWH CXeMaMH, BKJIOUABLIMMU
Takke ankuupyloume npenapatbl (or COPP/ABVD 1o
BEACOPP-sckanuposannbiit). BCHJI y 83 GosbhbIx ¢ pac-
npoctpanennbiMi ctagusivi HIIXJITT cocrapuna 77 %, a
OB — 96 % npu meauane nabmoaenus 50 mec. [11].

B panmomMu3upoBaHHOE HCC/ENOBaHHE, TPOBEIEHHOE
Cancer and Leukemia Group B u Dana-Farber Cancer Insti-
tute and Joint Center for Radiation Therapy, 6bl10 BKJIOU€HO
32 6osbHbIX HJIXJIIT u3 1340 Gosbhbix JIX [49]. B sTOM
MCC/IeIoBaHUM MOKa3aHa 6oJiee BbICOKAs YacToTa PELUIHBOB
B rpynrne OOJIbHbIX, HE MOJyYaBUIMX aJKHJIHPYIOLIMX Mpe-
napatos: 75 % st ABVD uan EVA vs 32 % mnst MOPP uiu
MOPP/ABVD.

B uccienosanun M.D. Anderson Cancer Center 6oLt
NpeIoKeH HHOM, aHAJIOTUUHbIH B-KJ1€TOUHBIM HEXOIKKHH -
ckuM Jiumcomam, noaxon kK Jedenuio HJIXJIIT — cxema

KIMHUYECKAS OHKOTEMATOJIOTHAS



Hopynapnas numdoma Xopxkuna ¢ numconanbiM npeobnaganmem

R-CHOP [50]. C 1995 no 2010 r. 20 6osbHbIX (y 8 — [—1I
cramust, y 12 — III—1V crapus) noayuunsu jsedenue no cxeme
R-CHOP, a 32 — 1o cozepKauium aHTpaLUKJIWH CXeMam
(ABVD, NOVP) Ge3 purykcumata. JlyueBasi Teparust npo-
BeJleHa y yacTu OoJibHbIX B 00eux rpynnax. B rpynne noJy-
yapLIKMX puTyKeuMao o6t otset coctasua 100 %, y 90 %
GOJIbHBIX JOCTUTHYTA TI0JIHAS PEMUCCHS, He OblLJI0 HU OJIHOTO
peuuauBa wiu Tpanccopmauuu B JIBKJI (1 6osbHO# ymep B
MOJIHOM PEMUCCHH M0 HEU3BECTHOH npuunHe). [1pn meanane
HaOJsoneHust 42 mec. S5-netHsiss BBIT B rpynne GosibHbIX,
noJlydaBIINX pUTYKcHMao, coctasuna 95 %, OB — 95 %,
a B rpynrne O0JIbHbIX, HE MOJYYaBLIUX pUTyKcuMad, — 71
u 91 % cooreerctBenHo. B rpynne 6es puTykcumata
koHcraTupoBaHo 6 peuumro HJIXJIIT uy 2 6o/1bHBIX TpO-
uzouwta rpaHcopmanys: B 1 eayuae B JIBKJI, B ipyrom — B
JIBKJI-BT.

Kombunauusi putykcumaba ¢ MNOJUXUMHUOTEpanuen
BrJtoyeHa B pekomenjatinn NCCN Kak ajibTepHATUBHbIN Ba-
PHAHT MPH JICUEHUH KAK PAHHUX CTaUi ¢ HeONArOMPUATHBIM
MPOrHO30M, TaK M pacnpocrpaneHHblx ctaani HJIXJIIL.

Knunnyeckoe Habnogenne 2

BosibHoit Y.M.M., 46 siet, B centatpe 2010 r. oGpatuics
B noJinkanHuky PI'BY « POHLL um. H.H. bioxuna» PAMH ¢
»)Kajno06aMu Ha cslabocThb, cyodebpubHyio Temneparypy. [1pu
00cJIeIOBAaHUH BbisiBJIeHA 3a0pIolIHHHAsA TUMdaieHonaThs.

B okta6pe 2010 r. BbinoJiHeHa JianapocKonuieckas Ou-
OTCHS YBEJIMIEHHOTO 3a0PIOLIMHHOTO JIMM(AaTHIECKOTO y3J1a.

[ucronornueckoe wuccaenoBatue: MopdoJOrHIECKYIO
KapTHHY B JiiM(aTHIecKoM yajie ciieyeTr aucdepeHupo-
BaTh C runepriazueit JUMGOUIHON TKaHU W nepudepuue-
CKOH MEJIKOKJIETOUHOMN JIuMPOMON. J11s1 yTouHeHUs IuarHosa
He0oOX0UMO UMMYHOTHCTOXMMHUECKOE HCC/IEI0BAHUE.

WUMMyHOrucToXMMuueckoe ucciefioBaHue: B TKaHU
JUM(ATHIECKOTO y3J1a MPUCYTCTBYIOT SIBACHHS (DOJITHKY-
asipHoit runepruiasuu. Ponankynsl CD20+ co cBeTsibIMH
LEHTPAMH PA3MHOXKEHHUS, KJIETKH KOTOPbIX KCIPECCHPYIOT
CD10, BCL-6 u He skenpeccupytor BCL-2 (knoHbl 124 u
E17). 3ona mantun osukyaoB IgD+ ¢ Hannuuem mpo-
IPECCUBHO TPaHC(HOPMUPOBAHHBIX LIEHTPOB PAa3MHOXKEHHUS
(ITTLIP): CD20+ ¢ GoJbliMM KOJMYECTBOM B Mpefesiax
[ITLIP knerok mantun gD+, T-kaerok (CD3+) ¢ HU3KUM
YPOBHEM MpoJindepaTHBHOi akTHBHOCTH 10 Ki-67. B ocHoBe
[ITHP — xomnakthbiit kapkac ®JIK CD23+. B onnom us
KYCOUKOB TKaHH JIMM(AaTHUECKOro y3ja Ha (oHe PoJJIHKY-
qaspHoil runepriazud [TTLIP umeeTcsi HECKOIBKO KPYMHBIX
HOJYJIAPHBIX CTPYKTYP, B MpeesiaX KOTOPbIX OMyXOJeBble
KJaeTkn ¢ Mopdosiorneit LP-kjetok, skcrpeccupytoiiye
CD20 (unrteHncuBHasi memOpanHasi peakiusi), BCL-6 u He
skenpeceupyioie BCL-2 1 CD30. LP-kjieTku oKpyKeHbl
PD1- u CD57-103UTHBHBIMU PO3ETKOMOAOOHBIMH CTPYKTY-
pamu, pacroJioyKeHbl cpenu BbipaxeHnHoi cetn K CD23+
B Npejiesiax OMUCAHHbBIX Bblle HOMYJSIPHBIX CTpyKTyp. CD30
IKCTPECCUPYIOT KPYMHble aKTHBUPOBAHHBIE KJIETKH B Mpe-
JieJ1ax 30Hbl MAHTHH BTOPUUHBIX (DOJITIHKYJIOB ¢ MOPhOJIOTHEN
ueHTpobsactoB, UMmyHobsactoB. [lpu peakunu ¢ CDI15
MO3UTHUBHBI HEHTPODHUIIbHBIE FPAHYJIOLHUThI.

3ak/aioueHue: B JUM(PaTHIECKOM Yy3/ae (B OIHOM H3
KYCOUKOB) MOP(HOJIOTHIECKHE ¥ MMMYHOTHCTOXMMUUECKHUE
npusHaku cyoerpara HJIXJIIT ¢ owaroBbiM Xapakrepom
NnopaX<eHust, pa3BuBLLIerocsi Ha ¢oHe OJUKYISIPHOR TH-
nepryiazun ¢ [TTLIP. JlaHHbIX 32 (OJUTHKYJIAPHYIO JTUMPOMY
He oOHapy»KeHO.

www.medprint.ru

[Ipu o6caenosanuu, BraouyaBuiem KT — opraHos
IPYIHON KJIeTKH, GPIOLIHOK nosocTH, Majoro taza u [19T-
ucesenoBanue, yeranossena IIIA cragusi sa6osieBanust ¢ mo-
pakeHUeM LIeHHbIX JUM(aTHIECKUX Y3JI0B ¢ 06EUX CTOPOH,
HAJIK/IIOUUUHBIX U TOJMbIILIEUHBIX CJIeBa, 3a0PIOLIMHHBIX U
BHYTPHOPIOLIHbIX.

Jleuenue: ¢ 28.02.2011 no 07.09.2011 r. npoBeneHo
6 LMKJI0B NoJixHMEoTeparnuu o cxeme R-ABVD. Tlo rannbiv
kianHndeckoro oocnenoBanusi, KT u 19T koncratuposana
MOJIHAsE PEMUCCHS, KOTOpast COXpaHsieTcst B TeueHue 29 mec.

Knunnyeckoe Habnogenne 3

Bosbnoi JI.A.B., 28 ner, B niosie 2009 r. o6partuics B
nosukanHuky PI'BY « POHIL um. H.H. Bioxuna» PAMH ¢
»Kag06aMH Ha yBeJHUEHHE MOJAMbILIEUHBIX JUMMATHUECKUX
Y3JI0B CJleBa.

B utone 2009 r. BbinosHeHa OMUOICHS YBEJHUEHHOTO
MOJMBbILLIEYHOTO JUMpaTHueckoro ysna. [ucrogoruyeckoe
MccieoBaHUe: B TKaHM JUM(ATHUECKOTO y3ja THCToap-
XUTEKTOHHKA HapyllleHa 3a CUeT KPYMHbIX HOMIYJSPHBIX
CTPYKTYp 6€3 MPU3HAKOB TEPHHOMANBHOTO KOJIbIIEBUIHOTO
¢ubposa. B npenenax KpynHbIX HOMyJeH Cpeid MeJIKO-
KJIETOUHOTO MHKPOOKPYKEHHS JUCKPETHO PACIOJNOMXKEHbBI
KPYIHbIE CBET/Ible KJIETKH C MHOTOJIONACTHBIMU SAPAMH C
mopcosiorreit  LP-kneTok. [IpomexKyTouHble CHHYChl Ha
HEKOTOPOM MPOTSKEHUH KOHTYpHUpYIOTCs. B MenysipHbIx
TsKaxX MpeobJ1aatoT Maa3MaTHIeCKUe KAETKH. 3aK/IoueHHe:
B JuMdaTHuecKoM y3je MopdoJiornieckas KapTHHa COOT-
serctByeT HJIXJIIT ¢ HomynsipHBIM pocTOM.

UmmyHOrucroxumuueckoe ucciaefoBaHue: B npeesax
KPYIHBIX HOJIyJI€H BbIpaxKeHa MeJIKOKIeToUHas B-kieTouHas
unduasrpauust (CD20+, PAX5+, BOB.1+). Kpymntbie
KJIETKH C OMUCAHHOK Bbillle MOP(OJIOTHEH, PACTIONOKEHHbIE
JUCKPETHO B TIpeeax HOMyJeH CPeld MEJKOKJIETOUHOro
KOMIOHeHTa, sKkcnpeccupylor CD20 (MHTeHCHBHas MeM-
Opannasi peakisi), CD45, BCL-6 u PAX5 (unrencuBnas
anepHas peakuusi). OTMmeuaeTcsi HEPE3KO BbIPAXKEHHbIH
IKCTPAHOMYJIAPHbIN oryxoJieBbli (L&H-KIeTKH ) KOMITOHEHT.
[1pu peakunn ¢ CD15 no3uTHBHBI HEMHOTOUHCIICHHbIE I'Pa-
HYJIOUMTBI B TKAHH JUM(pATHIECKOr0 y3J1a. AKTHBALMOHHbI
antured CD30 skcnpeccupoBaH B He3HAUUTENLHOM KOJIHUe-
CTBE aKTHBUPOBAHHBIMH MEJKUMH JUMMOUIHBIMH KJIETKAMH,
MJIa3MOLUTAMM, YKPYITHEHHBIMH JIMM(OUIHBIMU KJICTKAMM.
B ocHoBe Homysielt — umpokas cetb OJIK CD23+ ¢ npu-
3HAKAMHM J1e30praHu3allid Pa3HON CTETEeHH BbIPaXKEHHOCTH.
T-knetku (CD3+), B uactHoctH posinkyssipHbie T-KkaeTKu
(PD1+), dopMupytoT po3eTkonopo6Hbie CTPYKTYPbl BOKPYT
OMyX0J1eBbIX KJETOK ¢ Mopgosiorueil L&H-kneTox.

3akaoueHue: MOPPOUMMYHOTHCTOXMMHUECKAs KAPTHHA
coorBetcTByeT HJIXJIIT ¢ Homy1sipHBIM pocToM. JlaHHbIX 3a
JIBKJI-BT ne o6Hapy»keHo.

[Tpu o6cnenoanuu, BraouaBiiem KT opranos rpyn-
HOU KJETKH, OpIolIHON roJsiocTH, Majoro tasa u [19T-
uceseoBanne, ycranosiaena IIA cramus s3abGosieBanust ¢
nopaxKeHUeM MOJKJIIOUMYHBIX W MOAMbILICYHBIX CJIEBA JIUM-
(haTHUECKHUX Y3JI0B.

Jleuenue: ¢ 26.08.2009 no 15.10.2009 r. npoBeaeHo
2 1pKa noauxumMuoTepanuu no cxeme R-ABVD. Tlo nannbiM
kiHudeckoro ob6enenoanusi, KT u [19T koncratupoBana
nosHas pemuccus. C 24.11.2009 no 15.12.2009 r. npose-
JIeHa JlydeBasi Teparus Ha JIEBYIO eHHO-Hall-TIOAK/IIOUMUHYIO
1 JieBylo noamMbliieunyto obaact 1o COJl 32 Ip. Pemuccusi
coXpaHsieTcs B TeueHue 53 Mec.
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NEYEHWE PELIMANBOB U TPAHCOOPMALIMIA HAXNIN
B ATPECCUBHbBIE B-KNETO4HbIE IAM®OMbl

[Tpu nomozpenun Ha peuuauB HJIXJIIT Heobxoauma mo-
BTOpHasi OHOMNCHs, 4TOObl HCKJIOUUTb TpaHC(hOpMaluio B
6osiee arpeccuBhyto umpomy — JIBKJI. HauGosnee uacro
BoisiBsisiercst noprun JIBKJI-BT [24, 51]. B uccnenosanuu
ETEL, no naHHbIM OHOICHM, BBLINOJHEHHOHW TMPU peLU-
nuBax HJIXJII, B 14 % cJydyaeB auarHoctupoBaHa J1X, B
10 % — nexomwkkuuckast aumdoma [6]. TTo nannbim Adult
Lymphoma Study Group, npencraBupuieil 66 6oJibHBIX ¢
peuumrBoM HJIXJIIT, TpaHcdopmalims KoHCTaTHpoOBaHa Y
19 uesioBeK, KyMyJATHBHbIH pucK TpaHcdopmaunu B JIBKJI
coctaBu1 12 % na 10 et [43]. Menuana 1o Tpancdopmaliiu
Obla 4,5 roja nocse yceranorsenust quardoza HJIXJIT. TTo
nannbiM uccsenoBanusi British Columbia Cancer Agency
(BCCA), menunana o Tpancdopmaliuu cocraBuia 8,1 roga 'y
13 u3 95 6ombhbix HJIXJIIT, a puck Tpancdopmauun — 7,
15u 31 % ana 5, 10 u 15 ser coorBercrsenHo. OB Takke
OKagaJslach Xy»Ke B rpyrnre GoJibHbIX ¢ TpaHchopmalued [24].
dakropamu pucka tpanchopmauun HJIXJIIT B IBKJI, no
nannbiMm BCCA, crasu Bosseuenue cesiesenku (p = 0,000)
1 pacrpocTpaHeHHble ctamuu 3aboseBanus (p = 0,057), a
no aanubiM Stanford — BoBJsieueHne JUMGOUTIHBIX OPraHoB
Huzke iradparmbl. [1o naHHbIM KUHUKKH Meiio (222 60J1bHbBIX
HJIXJIIT), TpaHchopmauus ualle KOHCTATHpOBaHA Y
OOJIbHBIX, MOJABEPTHYTHIX OOJYUEHHIO B KauecTBe Teparnuu
nepsoit siunud (p = 0,0035)[24, 30, 51].

[Io MHEHHIO MHOTHX aBTOPOB, JieUeHHE PELUIUBOB
HJIXJIIT 3HauuTesibHO ycmeliHee, 4eM JieueHue PeluIuBOB
kJIX [6, 11, 13, 46]. Bo3amoxHO, 3TO CBsI3aHO C GOJIbLINM
UUCOM OOJIbHBIX ¢ PAHHUMH CTaJIMAMH, MOJYUHBLIMX MEHee
MHTEHCHUBHYIO Teparuio Mpu MEPBUUHOM JICUEHUH, a TaKxKe
¢ GoJiee TIO3AHUMHU CPOKAMU PA3BUTUS PELUAMBOB (MeauaHa
3,3—8,1 rona, nuanazon 0,4—18,3 roxa), yem y OGOJIbHBIX
kJIX [24, 43]. Adult Lymphoma Study Group npencraBusia
JaHHble 0 10-JeTHEl BbKUBAEMOCTH GOJIbHBIX TOCE PEL-
nusa HJIXJIIT v nokasaJia, 4To oHa He OTJIMYAeTCsI OT TAKOBOK
y 60J1bHBIX 6€3 pelanBa 1 pasHa 94 u 95 % cooTBeTCTBEHHO
(p = 0,59). B 1o xke Bpemst 10-setHsiss OB y nauueHToB ¢
tpanchopmauuert B JIBKJI Oblia cyliiecTBeHHO HIXKE, YeM y
JIML C TIOATBEPKICHHON B PEUMIMBE T'MCTOJIOTHUECKON Kap-
tuHoil HIIXJIIT, u cocraBuna qub 76 % (p = 0,006 npu
CpaBHeHUH ¢ rpynmnoi ¢ peunauBamu, p = 0,0001 npu cpas-
HeHUH Bcex Tpex rpynn) [43].

B omsnune ot kJIX, craHmapthl JeueHuss GOJNbHBIX C
Moposioruueckd MoArBepxkieHHbIM  perpausom  HJIXJITT
B HacTosilllee BPEMsi YETKO He OMpefesieHbl M3-3a MaJioro
urcaa HaGJIONCHUH ¢ pelliAnBAMU B GOJIbLIMHCTBE KIUHUK
[11,43]. Peuunus MmoxKeT pa3aBUBaThCst MEIJICHHO, B TEUEHHE
JUIUTEJILHOTO MePHO/Ia, HHOTJIA MHOTHX JIeT 03 KJIHHHIECKHUX
NPOSIBJICHUH UK C HE3HAUUTEJbHBIM yBeJIHUEHHEM nepude-
puueckux Jumdartuueckux ysnos. Habumonenune Gosee Beero
MOJXOMUT JIJIS STOH rPymnIibl 6obHBIX. BeiGop Tepanuu onpe-
JleJISIeTCsl MHOTUMU (DaKTOpaMu, BKJIOUAs MpeJecTByioliee
JleueHue, CTOHKOCTb PEMHCCHH, BO3pPACT MaludeHTa, oOuuil
CTaTyC W COMyTCTBYyloUlMe 3a0oJeBaHusl. Kak ykasbiBaloch
Bblllle, KJMHMUECKH BbISIBJEHHBI PELUMAUB 0053aTE/NbHO
JIOJKeH ObITh MOATBEP2KAEH OUOTICHEH ¢ HMMYHOTHCTOXHMH -
UeCKMM HCCJIEIOBAHUEM /ISl UCKJIOYEeHHS TpaHcopMalyH B
arpeccuBHylo B-kjeTouHyio umgomy.

Hapsny co cranpaptabiM 1715 kJIX sieueHuem peuyanBoB
(npumeHeHue BbicOKOa03HOU xumuorepanuu [ BIIXT] ¢ ayro-
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JIOTHYHOH TpaAHCIUIAHTALIMEH TeMOMOITHUECKUX CTBOJIOBBIX
kaetok [ayTroTI'CK]) wucronb3yioTess W Apyrde MeTOMbL:
JIOKAJIbHAs JlyueBas Teparusi, TOJIbKO XMMHUOTEpAnus WJH
KOMOUHALMSA JydeBO# ¥ XuMuoTepanuud. OJHAKO B OTJIHUME
ot KJIX naHHble 00 3(pGhEKTHBHOCTH PA3/IHUHBIX BHIOB
tepanuu, B T. 4. BJIXT ¢ ayroTT'CK, HemHOrouuc/ieHHbI,
OCHOBBIBAIOTCS HA PETPOCMEKTHBHOH OLEHKE M BKJIOYAIOT
HeboJblIoe Ynesao Habumoaenun. Vcnosnb3oBaHue Moaxonos,
npuHATbIX 418 KJIX — npeanourenne BIXT ¢ ayroTI'CK,
He Bcerjga omnpabaaHo, 0COOEHHO y OOJbHBIX C HEOOJbIIOH
OMyX0JIeBOH MACCON MPH PELUAUBE U UHIOJEHTHOM TE€UEHHUU
3abosieBanus. Ponb BIXT ¢ ayroTI'CK B sieuenuu peuu-
nusoB HJIXJIIT ocraercst HesicHOH.

M.D. Anderson Cancer Center npeacraBu/ naHHbie o
26 GoJibHBIX, nosydaiux Jgedenue ¢ 1990 no 2008 r., xo-
topbiM npoBesieHa BJIIXT ¢ ayroTI'CK no noBomy peumurba
HJIXJITT: npu menuane nabaonetnusi 50 mec. 5-yethsiss BCB
cocrasuna 69 %, OB — 76 % [52]. Yuusepcuter amepu-
kaHckoro wtata Hebpacka mpeacraBus nannbie o BIIXT,
nposeaerHon mexy 1987 u 2002 . B CBSI3U C pelUIBOM
win pedpakrepHbiM TedeHuem 19 GosbHbiM HJIXJIIT u
229 6onbHbiM KJIX [53]. Kak 5-nethsas OB, tak u BBIT oka-
3a/UCh WAEHTHYHBIMH K cocTaBru 50 vs 39 % (p = 0,30) u
56 vs 53 % (p = 0,36) cooTsercTBeHHO. ONHAKO B HCCAE/10-
Banuu C. Jackson u coasr. mequana BCHJI cocraBuiia b
39,2 mec. y 8 601bHbIX ¢ petparBamu HJIXJIIT, nosyunBiinx
BJXT ¢ ayroTT'CK: y 5 mauueHToB pa3Bujicst pelUanB, HO
3 ocTatotcst noj HabJI0IEHUEM B MTOJIHOH peMucchu [54].

B uccnenoBanuu  ¢paniysckoit  rpynnbl - Adult
Lymphoma Study Group y 19 u3 66 60JIbHbIX ¢ THCTOJIOTH-
yecku noATBepKaeHHbIM peurauom HJIXJIIT, mosmyunsiimx
pas/iMuHble BUJbI JIEUCHHS] 110 TIOBOJY MEPBOr0 PELMIMBA,
KoHcTaTHpoBaHa TpaHcdopmaumns B JIBKJI [43]. BOXT ¢
ayroTI'CK nostyunio 8 (15 %) nauuentos ¢ tpancdopma-
wueit B JIBKJI. OB nocine BIXT ¢ ayroTT'CK cocraBusa
60 % M He oTaMYAJACH OT BbDKHUBAEMOCTH 11 GOJBHBIX C
tpanchopmauueit B JIBKJI, npoxomuBLinx apyrue BHMbl
Jgedenus. OnHaKo, Kak ykasbiBaJsoch Boliie, OB Oblna xyxe,
ueMy 60JibHbIX ¢ petpauBamu HJIXJIIT 6e3 tpancdopmanyu.

Yunrsisas oyt 100 %-ii yposenn sxenpeccun CD20 na
LP-knerkax u uacryio tpancdopmauuio HJIXJIT B ABKJI,
BIOJIHE MOHATEH MHTEPEC K HCMOJb30BAHUIO PUTYKCUMaba
npH peuuiBax, 0Co6EHHO B cilyuasx ¢ TpaHchopMalued.
GHSG u B Stanford 6b1710 HHULIMHPOBAHO 2 MPOCTEKTUBHbBIX
uccaenoanusi 11 casbl no Jseuennto peunausos HJIXJIIT
C LeJIbIO OMpEeNUTL posib puTyKcumadba [55, 56]. HMccne-
noanue Stanford BkJjiouaso 18 naumeHToB ¢ peluaUBaMU
HJIXJIIT, kotopble moJydajau TONbKO PUTYKCHMab B CTaH-
JIAPTHOH J103€ €XKEHEeJIeNbHO 4 Hell. WK 4 BBEICHUS PUTYKCH-
Maba + TojiepKUBaloLas Teparnus npernapaTomM B TeueHue
2 sier. O6wwit otset gocturuyT y 100 % GOJbHbBIX, NOJHbIE
pemuccut — y 76 % [56]. B o6eux rpynnax meauana OB
He Oblia jocturuyta, 5-setnss BBIT cocrasuna 36,4 %
B rpynne 6e3 MOAIEPXKUBAIOLIETO JeueHus u 71,4 % 1isi
GOJIbHBIX, MOJYUYUBLIMX MOJUIE P2KUBAIOLLYIO Tepanuio. O1HaKo
CTATUCTHYECKH 3HAYMMOTO PA3J/HUMS BbISIBJIEHO He OblIO,
UTO, BEPOSATHO, OODBACHAETCS MasibiM YHCJIOM TAalMEHTOB
B rpynnax. AHasoruunbie pesdysbratbl nosyderol GHSG,
npoBojuBIIeil jieueHue 15 Gosbhbix ¢ petauamu HJIXJITT
B pEXKHME €XKEHENEJbHOr0 BBEJICHUS pUTYyKcMMaba B Te-
yenue 4 Hen. B cranmaptHo#l nose. Menuana BBIT nocturna
33 mec., menuana OB He gocturnyra [55]. DTH pesdysibraThl
NoKasaJjiu, 4To, XOTsl UCMOJIb30BaHHE PUTYKCHMaba B MOHO-
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Hopynapnas numdoma Xopxkuna ¢ numconanbiM npeobnaganmem

pexxkume nipu peuunusax HJIXJIIT HemocTaToOuHO /151 MHOTHX
6OJIbHBIX, XOpOlllas MePeHOCUMOCTb Tpenapara Mo3BoJsieT
MCKATh BO3MOXKHOCTH COUETAHMS €ro ¢ JAPYTUMH METOJAMU
Tepanuu Mpu peuuauBax 3adosieBanus. [loaTBeprkaeHuem
9TOr0 Te3uca MOKET c1yKuTh coobiierure H.C. Park u coaBr.
0 2 60JIbHBIX, MOJTYUMBILINX JedeHue 1o cxeme R-1CE (putyk-
cumab, udocdamu, KapOoNIaTHH, STOMO3U/) U JJOCTUTILIHX
MOJIHOH PEMUCCHU AJUTENbHOCTBIO 8+ u 16+ Mmec. [56], a
TaK:Ke paboThl APYyrux aBTopoB [57, 58].

M3 npuBeneHHoro o63opa cieayeT, UTo B OOJIbIIKHCTBE CJIy-
yaeB HJIXJIIT — 3abosieBanue ¢ UHIOJEHTHBIM TE€YEHHEM,
B HacTosllllee BPeMsi BbICOKO KypaOesbHOe M C XOPOLIUM
nporno3zoM. Muorue 6GosbHble HJIXJIIT ymupaioT He ot
NPOrpeccUpoBaHus JUMGOMbI, a OT MO3AHHUX OCJOKHEHHH
JIEYEHUs] — CEepIeUHO-COCYUCThIX 3a00JIeBaHUI U BTOPbIX
onyxoJgeil. CjenoBaTesibHO, CTpaTerueil Oyaylleid Tepanuu
HJIXJIIT nosmkna 6bITh pagpaboTka JiedeGHbIX MporpamMm ¢
HU3KOH HEMOCPEACTBEHHON U, 0COOEHHO, MO3MHEH TOKCHY-
HOCTbIO, KOTOPbIE HE CHHKAIOT KAauecTBA KU3HH OOJIbHbIX.
Tako#t 3hdexT MoxKeT ObITh JOCTUTHYT, 10 KpalHell Mepe
YACTHYHO, PH BHEJIPEHUU PUTYKCUMaba B CTaHAAPTHbBIE NPO-
TOKOJIbI IEPBOI JIMHUHK Tepanuu. B cBoto ouepesib, 5T0 MOTIIO0
Obl yMEHbBILHUTb HJIH J1aXKe UCKJIIOUUTD U3 JIeUeOHBIX TIPOTPaMM
HauboJiee TOKCHUHble XUMHomnpenapathl. K coxanenuio, kK
HACTOSILLIEMY BPEMEHH Pe3YJILTAThI TPOCIIEKTHBHBIX KIMHHYE -
CKMX MCC/IE/IOBAHHI TAKUX TIPOTPAMM €l1le He OMyOIUKOBAHBI.
Kpome XUMHO- U HMMyHOTEpanuu JyueBasi Tepanusi TakKe
MOXKET ObITb MNPEIMETOM J/If JaJbHEeHlIeH ONTUMU3AlUU
Jedenus. CoBpeMeHHble METOAMKH OO0JydeHHUs MO3BOJSIOT
He TOJIbKO YMEHBUIUTb pa3Mep MoJiell U 103bl, HO U Cyllle-
CTBEHHO YMEHbUIUTD JIydeBYIO HArPy3Ky Ha 310POBble TKaHH.
YuuTbIBasi BBICOKYI0 BeposiTHOCTb Haseuenust HJIXJIII, ne-
00XOIMMbI JJaJIbHEHIIIHE YCUIUS T10 OTNITUMHU3ALIMH Teparuu B
9TOU rpyre OOJbHbIX.

[Tpu peunmuax HJIXJIIT craHpapthbl JieueHuss 10 Ha-
CTOSILLErO BPEMEHH He ornpeneseHbl. Jlas oKoHUaTe bHbIX
BLIBOJIOB TpebyeTcst GoJiblliee YHCJAO0 TMPOCTEKTHBHBIX HC-
cyieioBanuil U janbHeimni ananus posd BJIXT ¢ ayroTI'CK,
a Takke putykcumadba. [IpennpuHumMatoTest NonbITKH onpe-
JIeJIUTh PoJib APYrux TapreTHbuix npenapartos npu HJIXJIIT.
B Hacrosiiiee Bpems GHSG npoBomut mnpocneKTHBHOE
uccaenopanne Il dasbl 1o 3¢hheKTUBHOCTH  MOJHOCTBIO
rymaHuaupoBaHHoro aHtu-CD20-antutena odatymymaba
y GOJIbHBIX ¢ THCTOJIOTHYECKH TTOATBEPAKIAECHHBIM PELUIUBOM
HJIXJIIT [58]. Hpyroit TapreTHbli npenapat — HHIHOUTOP
TUPO3WHKHHA3bl DBpyToHa uOpyTHHUO, MOKa3aBILUH CBOIO
3(h()EKTUBHOCTb  [PU  XPOHUUECKOM  JiuMdoJielikoze U
MaHTUHHOKJIETOUHOH JIMMOME, MOXKET 0Ka3aTbCsl TaKyKe
stppextuBHbiM npu HIIXJITT[59].

Hecmotpst Ha OBOJIBHO GoJblIoe pa3HOOOpa3ue MHEHUH
o ToM, Kak caenyer Jeuuth HJIXJIII, ocHoBHble MpUHUMIMBI
COBPEMEHHOH Tepanuu HauboJiee YETKO M3JI0XKEeHbl B CTaTbe
R.H. Advani u R.T. Hope «Kax st sieuy Homysisipryto jinmcomy
XomkkuHa ¢ sumdonatbiM npeobiananvem» («How I treat
lymphocyte predominant Hodgkin Lymphoma»)[51](ta6.1. 5).

KOH®NUKTbl UHTEPECOB

ABTOpBI MOATBEPKAAIOT OTCYTCTBHE CKPBITBIX KOH(JIUKTOB
MHTEPECOB.
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Tabnuua 5. PekomeHgaumm no onTMMasnibHOMY JIe4eHUIO BNepBble
BbISIBIEHHOW HOAYNAPHOM NIMMAOMbI XOXKKMHA € NMMMOUAHBIM
npeo6nagaHvem v peunamMeoB 3abonesaHus (UmT. no [51, 60])

Cratyc PekomeHgauumn

3aboneBanus

BnepBbie
BbISIBNIEHHbIE paHHue
cTagum

Cragun IA-I1A 1. 065y4eHe TONbKO BOBMEYEHHbIX 30H™
. Habntogexne, ecnu ctagus |A n numdarnyeckuin ysen
yAneH NoIHOCTbIO (PaanKanbHo)

Cragum IB-1IB 1. 06y4eHe TONbKO BOBJIEYEHHbIX 30H*

. Putykcumab + xummuoTepanus ¢ nocneayoLmm
0651y4€HNEM 30H UCXO[HOr0 NOPAKEHNS
(obeyxpaetca ang craguu |1B unm ons paHHux
cTagui 6e3 CMMNTOMOB MHTOKCUKALN, HO C
NNMATUYECKUMK y3namm = 5 cm):

a. R-CHOP + 06ny4eHune 30H MCXOAHOT0 NOpaXeHns
6. R-ABVD + 06ny4eHMe 30H NCXOAHOr0 NOpPaXeHus ™
B. R-CVP + 0671y4eH1e 30H NCXOJHOr0 NopaXKeHus™

N

N

*

PacnpocTpaHeHHble

cTaguu
Craguwm llI-IVA/B 1. Putykenmab + xumuoTtepanus:
a.R-CHOP
6. R-ABVD
B. R-CVP
Peunnusbl/ 1. PUTyKC1Mab B CTaHAAPTHOM pexxume ¢ nocnegytowlei
pedpakTepHOCTbL NOAAEPXKUBAIOLLEN Tepanuen

N

. BOXT c ayToTICK (ecnu MHOXEeCTBEHHbIE PeLynBbI)

. R-CHOP, ecnu R-CHOP unu R-ABVD paHee He
NPUMEHSNUCh

. Ecnn cxema R-CHOP paHee npumensnacs, R-ICE**
Unu NGO aHaNOrMYHbIA PEXIM, UCMONb3YEMbI
npu peunaneax [BKJ1, ¢ nocneaytowei BOXT ¢
ayToTICK

* Jlyyesas Tepanus B cTaHAapTHOM pexxume: no 1,8-2,0 'p 5 gHeil B Heaento

no COA 30-36 Ip.

** R-ICE — putykcuma6, ucpoccamng, kKapbonnaTut, aTono3ng.
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