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HopynapHbIi BapyaHT ¢ nMMAOouaHbIM npeobnagaHvem numdomsl XomxkuHa (nodular lymphocyte-predominant Hodgkin
lymphoma — NLPHL) siBnsieTca pegkum BapvaHToM v BCTpeyvaeTcs B 5% cny4vaesB oT 06LLero 4Ynucna nauymeHToB ¢ numdo-
Mo XopxkuHa. Onyxonesble knetku npu NLPHL akcnpeccupytot CD20, CD79a, BCL-6, dhakTopbl TpaHcKpunuun B-kneTok
(BSAP, BOB-1, Oct-2), Takxe MoryT akcnpeccuposatb PU.1 (6enok-akTMeaTop TPaHCKpMNuMu, y4acTeylowmin B andde-
peHuupoBke B-numdoumnTos). MNpodunb askcnpeccum reHoB onyxonesBbix kneTtok NLPHL cxoX € TakoBbIM KNeTOK
Bepesosckoro-LUTtepH6epra—Pnga knaccuyeckon numdomMbl XogxxkuHa. BaxHon éuonormnyeckon oco6eHHocTbio NLPHL
ABNIETCSH BO3MOXHOCTb TPaHCOpMaLmmn B arpeccuBHYIO B-KNeTouHy0 HEXOXXKUHCKYI0 nuMmdomMy. B nedyeHnn nauveHTos
¢ NLPHL npvMeHsl0T pa3nu4yHble MeTOAbl: OT XMPYPru4ecKoro 4o KOMOGMHMPOBAHHOW XMMUONY4EeBOM Tepanum n TapreTHon
Tepanum puTyKCMMabom.

KntodeBble crioBa: numeoma Xo4XKKuHa, HOAYNAPHbIV BapUaHT ¢ IMM@OnAHbIM ripeobnagaHnem iMmgombl XOmKKuHa,

TpaHcghopmayns B HEXOLXKKUHCKYHO JIMMEOMY, pUTYKCUMab

Nodular lymphocyte-predominant Hodgkin’s lymphoma
(Review of literature)
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Nodular lymphocyte-predominant Hodgkin’s lymphoma (NLPHL) is a rare variant, diagnosed in 5% of all patients with Hodgkin’s
lymphoma. Tumor cells in NLPHL express CD20, CD79a, BCL-6, B-cell transcription factors (BSAP, BOB-1, Oct-2), can
express PU.1 (transcription factor necessary for B-cell development). The profile of NLPHL tumor cell expression is similar to
that of Berezovsky—Sternberg—Reed cells in classical Hodgkin’s lymphoma. An important biological characteristic of NLPHL is
probability of its transformation into aggressive B-cell non-Hodgkin’s lymphoma. Patients with NLPHL receive various

treatments: from surgery to combined chemoradiotherapy and rituximab target therapy.
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KraccudukaLumm ornyxonem reMmornoaTm4eckon n numdona-

Hou TkaHn BO3 (2008 r.) BbIgensaoT 2 HO30S10rMHYeCcKUX
Tvna numdombl XopgxknHa (J1X): knaccuyeckasn JIX (classical
Hodgkin lymphoma — CHL) u J1X, HogynsipHbIA BapyaHT C M-
domgHbiM npeobnagaHnem (nodular lymphocyte-predominant
Hodgkin lymphoma — NLPHL) (cm. Tabnuuy) [1]. Pag uccnegosa-
Tenen [2] BbIABMraloT apryMeHThbl B nonbay BkntoveHns NLPHL B
pyopuKy B-kneTto4Hom HexogxXKuHckon numdomsl (HXJ1), ogHa-
ko Pa6ouas rpynna BO3 cuutaer, 4to B HacTtosiiee Bpems
NLPHL cnepgyet octaBuTb Kak nogtun JIX ¢ pekomeHpauuemn
npoAomKaTb UCCNeaoBaHus.
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NLPHL coctaBnseT okono 5% ot Bcex cny4yaes J1X [3]. Onupe-
MMWONIOrM4ecKkme AaHHble 3Toro 3abonesaHus Obiu npegcTasse-
Hbl B mccnegosaHum L.Nogova n coasT. [4], B KOTOPOM 6binn
peTpocneKkTMBHO npoaHanuanposaHsbl 8298 nauneHTos ¢ J1X, u3
HVX y 394 naumeHToB 6bina BepudmumposaHa NLPHL. CpegHuii
Bo3pacT 60nbHbIX NLPHL coctaBun 37 net, 75% 60sbHbIX 6binn
MYXU4UHBI, 79% O6O0MbHbIX UMENN paHHWE cTagun 3a6oneBaHus.
Tonbko y 9% 60nbHbIX NLPHL 66111 B-cuMnTOMBI, B TO XXe Bpems
B-cumnTomel pernctpmposanuck y 40% 6onbHbix CHL. Cpepoc-
TeHne 6bIn0 BoBReYeHo Yy 31% 6onbHbix NLPHL, a akcTpaHo-
JarnbHble nopaxeHus 6b1n BbisiBeHbl Y 9% 60nbHbIX NLPHL [4].

Ta6bnuua. Knaccudpmkaumsa JIX BO3 (umt. no [1])

1. JIX; Ho@yNspHbIA BApuaHT ¢ IMMAOMAHBIM NPecbnagaHnem.
2. Knaccuyeckas J1X:

a) knaccuyeckas J1X, numdongHoe npeobnafaHue;

6) knaccuyeckas J1X, HomynspHbIii CKepos;

B) knaccuyeckas J1X, cMeLlaHHO-KNETO4HbIA BapuaHT;

r) knaccvyeckas J1X, niumdonaHoe 1CTOLLEHME.




Niumcoma XoaxkKuHa: HOOYNAPHbIA BapuaHT ¢ NMMAGOMAHLIM npeobnagaHnem

OwarHo3 NLPHL yctaHaBnvBatoT Ha OCHOBaHUW AaHHbIX MUC-
TONMOrMYECKOro U UMMYHOEHOTUMNYECKOrO UCCRefoBaHUN.
KocTHbI MO3r BoBnekaeTcs Bcero B 1% cnydaes, 6uoncuo
KOCTHOro Mo3ra cregyeT NpoBoAUTb NPU HANUYUN NPOLBUHYTOWN
cTagun 3aboneBaHus, B-cUMNTOMOB WM U3MEHEHUIA B Fremo-
rpamme [5].

MaTomopcponornyeckasa KapTuHa

Ona NLPHL xapaktepeH HOOYNSpHbIA WAV HOJYNAPHLIA U
OMddY3HBIA XapakTep pocTa C pacCesiHHO PacrnonoXeHHbIMU
60MbLUNMK OMYXONEBLIMWN KIETKaMmn, N3BECTHBIMU Kak NMMA0-
LUMTapHO-TUCTUOUMTAPHbIE KIETKWU, TUMa «BO3QYLLUHOW KyKypy-
3bI» (“popcorn’-cells) nnn kak knetTkn NMMAQOMAHOro nNpeobna-
Janus (puc. 1). OTK Ha3BaHWs ABMASIOTCA CUHOHMMaMK, B AAHHON
ctatbe Mbl OyAeM WCMonb30BaTb TEPMUH  «NUMAOLMTAPHO-
rMCTUOLMUTAPHBIE KNETKM». PeakTMBHOE OKpYXXeHne B OCHOBHOM
npegcraeneHo manbimMn B-numdpoumtamm (puc. 2, a). Jliumdo-
LMTapHO-TUCTMOLMTAPHbIE KIIETKM OKPYXeHbl po3eTkamun n3
CD3/CD4/CD5-no3untneHbIX T-numdoumToB (puc. 2, ), KoTopble
MHOrga MoryT koakcnpeccuposatb aHTU-CD57 n yacto akcnpec-
cupytoT PD1 (programmed cell death-1 unun 6enok 1 nporpammu-
pyemon rméenn knetok). Cpean KNeTok peakTMBHOMO OKpYyXe-
HWUA MOTYT BCTpeYaTbCs 303UMHOMUIbI U NnasMmaTnyeckme Knet-
KU1, HO X MeHbLLe YeMm npu CHL [2].

Onyxonesble knetkn NLPHL npoucxogsat n3 B-kneTok repmu-
HaTVBHbIX LeHTpoB [6]. OHm akcnpeccupytor CD20, CD79a,
BCL-6, chakTopbl TpaHckpunummn B-knetok (BSAP, BOB-1, Oct-2),
TaKxe NMM@OLUTapHO-MMCTUOLMTAPHBIE KIIETKM MOTyT SKCnpec-

cuposaTtb PU.1 (6enok-akTneBaTop TPaHCKPUMNLMK, YHacTBYHOLLUIA
B AuddeperHumposke B-numdpoumnTos) (puc. 2, a-g). Otnm-
YATENbHOW, HO HEMOCTOSHHOW MMMYHONOTMYECKOW XapakTepuc-
Tmkon NLPHL sBnsetca otcytcTteBme akcnpeccun CD15 un Hera-
TUBHas peakuus ¢ aHTM-CD30, HO BCTpeyatoTcs Cry4aum, Npu Ko-
TOPbIX 3KCMpPEeccuUss OaHHOro Mapkepa MOXET ObiTb Crnabow.
TUNNYHBIM ABNAETCS HANMYME BOKPYT OMYXONEBbIX KNETOK MarbiX,
peakTuBHbIX CD20-no3utuBHbIX B-numdoumTos. Ona 60nbLUNH-
CTBa NIMMAOLMTAPHO-TUCTUOLMTAPHBIX KNETOK XapakTepHa no-
noxuTenbHas akcnpeccus Ki-67, 4To MOXET CBUAETENLCTBOBATb
O TOM, YTO OHW HaxogaTCs B MUTOTUHECKOM UMKne (puc. 2, 3).
Mpn6nmanTensHo 50% KNETOK SKCNPeccupyroT 3nuTenuanbHbIi
MembpaHHbIi aHTureH (epithelial membrane antigen — EMA).
Bupyc OnwreiHa—bapp MOXeT NpUCyTCTBOBaTb B KJIETKaX MUK-
POOKPYXEHUS, OOHAKO B OMYXOMNeEBbIX KIIeTKax BCEraa OTCyTCTBY-
et [2]. BaxHon natomopdhonormuyeckon xapakrepuctnkon NLPHL
B CNy4ae KnacCcM4eckoro HOOyNsApHOro Tuna pocTa SBNseTca Ha-
nmume B LeHTpax NMMMAonaHbIX Hogynew pesuayansHou gedop-
MWPOBAHHOW CETU (PONNMKYNAPHBIX AEHOPUTHBIX KNETOK, 3KC-
npeccvpytowmx aHturensl CD23 n CD21 [1].

Kpome TMnn4HOro, MOryT BCTpeyaTbCs U Apyrue rucronaro-
norunyeckune BapmaHTbl. O6LLEl HepTOW 3TUX BapnaHTOB ABNSET-
ca 6oratoe T-Knetkamm MUKpPOOKpY>XeHue. Tonbko Yy 20% 6051b-
HbiX NLPHL ¢ TMNM4YHBbIM rMCTONOrMYECKUM BapuaHTOM 6bina
I/IV cTagms 6one3HK, Toraa Kak cpeam naumeHToB ¢ rmctonaTo-
NornyecknM BapuaHToMm, 6oratbiM T-KneTkamu u ructuoumTa-
MW, NPOABUHYTbIE CTaAUM 60NE3HM NpY NEPBUYHOM obpaLleHnm
BbIABNANUCL Y 60% 60nbHbIX [7].

Puc. 1. TunuyHas mopcponornyeckas kaptuHa NLPHL (okpacka remMaToKCUIMHOM U 303UHOM): @ — HOpMaJibHas CTPYKTypa y3/a NnoJIHOCTbIo
cTepTa, onpepensitoTcs HoaynspHble numdonaHble ckonnenus (ys. 10); 6 — onyxonesble 3N1eMEeHTbl PacnosoXeHbl AUCKPETHO unu chopmu-
pyIOT He6onbLUME HENJOTHbIE cKonneHus (yB. 20); B — HeonnacTU4eckne aNieMeHTbl UMEIOT BUA, «BO3AYLLUHON KYKypy3bl» (popcorn-like) (yB. 40);
r — MOryT BCTpe4aTbCH KJIeTKU, HanoMuHatowme kneTtku LitepH6epra-Pupga (yBs. 40).
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Puc. 2. UmmyHoructoxummyeckoe uccneposaHue knetok NLPHL: a — CD20-nonoXutenbHble KNETKU ONyX0oJiu pacnosioXXeHbl CPeAn CKon-
JNIeHUI peaKTuBHbIX B-numdouuTos (yB. 20); 6 — oT4eTnnBas akcnpeccus CD79a Ha kneTkax onyxonwm (yB. 40); B, I, 4 — AAepHas 3Kcnpeccus
TpaHCKPUNLUMOHHbIX thakTopoB BOB-1, Oct-2, sipkas akcnpeccus PU.1 (yB. 40); e — peakTuBHble T-numcpounTbl hOpMUPYIOT PO3ETKU BOKPYT
HeonNacTUYEeCKNX INIEMEHTOB M KoakcnpeccupytoT PD1 (yB. 40); x — CD23-nonoxuTenbHble AeHAPUTHbIE KNeTKU pe3uayanbHou honnmky-
napHoi cetn (yB. 20); 3 — KneTkn onyxonu akcnpeccupytoT Ki-67, npyn He60MbLLIOM KONMYECTBE NMONOXMUTENbHbIX KIETOK Cpeau 3/IeMEeHTOB
peakTUBHOro okpy>eHus (yB. 40).



JlIumboma XoaxXKuHa: HOAYNAPHbLIA BapuaHT ¢ NMMAONAHbLIM nNpeobnagaHnem

HecmoTps Ha npoucxoxpeHne n3 B-numdoumntoB repmuHa-
TMBHOrO LIEHTPpa, Npodusib 3KCNpeccum reHos NMMAOLUTapHO-
rMCTUOLMTAPHBIX KNETOK 60Mee CXOX C TakoBbIM KieTok Bepe-
3oBckoro-LtepH6epra—Puaga CHL, 4em c npodumnem skcnpec-
CUMN TEHOB KNETOK (ONMNUKYnspHoM numdombel. Kpome Toro,
y MUMOLMTapHO-TMCTUOLMTAPHBIX KIIETOK €CTb CXOXECTb 3KC-
Npeccun reHoB 1 ¢ AMdy3HON B-KneTo4YHON KpYnHOKIETOYHON
numdomon (ABKKIT), 6oraTtort T-knetkamm n ructmoumtamm [8].

Jonroe Bpemsa cuutanu, 4to NLPHL moxeT TpaHcdopmMmnpo-
BaTbCH C TedyeHem BpemeHn B HXJ1. OgHako fo cmx nop Hesc-
HO, AIBNSIETCHA NN 3TO TpaHcdopmaumnen unu passmtmemM BTOPON
OMyXonn M3 OJHOrO M TOro Xe MpepLlecTBeHHNKa. o AaHHbIM
nutepatypsl [9], puck TpaHcopmaumm coctasnset 0,6—15%.
Takow LLUMpOKMI amManasoH BEPOATHOCTU TpaHcgopmaunmn o6b-
SICHAETCA OTCYTCTBMEM [aHHbIX MOBTOPHOM 6MONCUM BO BpeEMS
peungmea, OTCYTCTBMEM 3KCNEpPTOB-NMMAONAaTonoros U gaxe
HEeNPO[OIMKNTENbHLIM NEPUOAOM HAOMIOAEHMWS, Tak Kak 3TO CO-
6bITHEe MOXET Npon3onTn Yepes 20 neT n 6onee.

M.Al-Mansour n coasrT. [9] udy4anu crnyyaun TpaHccopmMaumm
NLPHL B HXJ1. OHu peTpocneKkTnsHO npoaHannavposanu 95 cny-
yaes NLPHL, 30 n3 KoTopbIX 6bI5IM UCKIIOYEHbI NPU NepecMoTpe
rMCTONOMMYECKMX NpenapaTtoB 3KcrnepTamu-narosioramu, Tak
Kak okasanucb apyrumu 3abonesaHunsamm, B Tom vmcne n ABKKJI
vnn ABKKIJ1 B covetanumn ¢ NLPHL. MegmaHa nepuoga Habnto-
JeHus 3a naumeHTamu coctaenana 6,5 roga, MmeguaHa BpemMeHu
no TpaHcdopmaumm coctasnana 8,1 roga (0,35-20,3 ropga).
Puck TpaHccopmauun 4vepes 15 net coctaBun 15%. [Moka-
3atenu o6uen BbhkusaemocTu (overall survival — OS) 60nbHbIX,
y KoTopbix npousowmna TpaHchopmauma NLPHL B OBKKII,
nocne TpaHcdopmaummn npubnuxaroTcs K TakosbiM npy OBKKIJ1
de novo.

JleyeHue

o cux nop cyLlecTByIOT pasHble TOYKM 3PEHUS MO MOBOAY
TepaneBTu4eckmx metonos npu NLPHL. HekoTopebie nccneposa-
TeNn ycnewHo mcnonb3oBanu y 60sbHbIX NLPHL npoTtokonbl
neyenns CHL [10].

TpagMUMOHHO ONs iedeHus nokannaoBaHHbix ctagmin NLPHL
ncnonb3oBanu ny4desyto Tepanuio (J1T). Hanbonee o6LLMPHbIN peT-
pocnekTuBHbIN aHanm3 adhdpektneHocTM JIT npu NLPHL ¢ gnw-
TenbHbIM Nepuogom HabnogeHns nposenn A.Wirth n coasr. [11].
B ananna 6binun BktoveHbl 202 naumeHTta c I/l ctagnein NLPHL,
anarHoctuposaHHon B nepuog 1969-1995 rr., meguaHa ponu-
TenbHOCTU HabnogeHus coctaBuna 15 net. 15-JletHaa OS co-
ctaBuna 83% v NpakTU4eCKW He OTNMYanach y naumeHTos ¢ | n
Il ctagnamm (p = 0,16). Pemuccus vepesd 15 net coxpaHsnach
y 84% naumeHToB ¢ | ctagmnen ny 73% naumeHTtos co Il ctaguen
(p = 0,031). 3a Bce Bpems HabnogeHus ymep 41 naumeHT, u3
HUX 17 nauneHToB OT ocnoxHeHwu JIT (8 naumMeHToB OT OMnyXo-
nen B 06nactu o6ny4eHns, 9 oT 3abonesaHuin cepaua n nerkux,
BO3HMKLUMX Kak ocnoxHenus J1T). B gpyrom wccneposaHuu
6binn NoJly4eHbl CXOXKne pe3ynbraTtbl: 10-neTHAA BbKMBAEMOCTb
6e3 nporpeccun (progression-free survival — PFS) naumeHToB
c | cragnent NLPHL, nonyumswmnx Ttonbko J1T, coctaBuna 89%,
co |l ctagnen — 72%. JIT nposogunu B go3ax 36-38 p Ha pe-
rMOHapHble WK LWWPOKMe nons. BTopuyHblie onyxonu 6binu
OCHOBHOW MPUYMHON CMepPTU Y 3TUX naumeHTos [12].

B nocnegHee Bpems [o3bl 06yHeHUs N NOoAs ObiM 3HAYN-
TENbHO YMEHbLLEHbI C LEeNbld MUHMMM3MPOBaTb MOCT/YYeBble

ocnoxHeHus. NccnegosaHusa nokasanu, 4to J1T Ha ob6nactu no-
paxeHnus (involved-field radiation therapy — IFRT) conoctaBuma
no 3hPeKTUBHOCTN C CyO6TOTaNbHbIM 065y4eHneM numdaTu-
YeCKUX y3n0B 1 06ydeHneM ceneseHkn y naumeHtos ¢ NLPHL
Ha paHHuX ctagmsax [13].

B nocnepHue rogbl Bce 4vaile B fie4eHnn 60onbHbIX J1X, B TOM
yncne 6onbHbiXx NLPHL, npuMeHsloT KOMOMHUPOBaAHHYIO Tepa-
nuio, pe3yneTaTtbl KOTOPON Npes3oLwnu Takossble JTT. B uccnepo-
BaHUM GHSG HD7 HemeLkow rpynnbl 1o ndy4deruto JIX (German
Hodgkin Study Group — GHSG) npoBogunu cpaBHeHue addek-
TUBHOCTM xmumunoTepanumn (XT) no cxeme ABVD (gokcopy6uumH,
611e0MULIMH, BUHGMACTUH, fakap6asuH) n JIT Ha paclumMpeHHble
nons ¢ Tonbko JIT y nauueHToB ¢ paHHuMu ctaguamm J1X (1, IA/B).
B uccnepgoBaHun ydactBoBanv 627 nauvMeHTOB, B TOM 4ucie
17 nayueHToB ¢ NLPHL. 7-JleTHss BbXnBaemMocTb, cBO6OHAas
OT Heypay nedvenus (freedom from treatment failure — FFTF),
NauneHToB, MONY4YMBLUMX KOMOWHUMPOBAHHYIO Tepanuio, cocTta-
Buna 88%, a naumeHToB, Mony4mBlUMX Tombko JIT, — 67%
(p < 0,0001), npu TOM, 4TO 7-neTHaAs OS 6blna NPaKTUHECKU
ofMHakoBoM — 94 n 92% CoOTBETCTBEHHO [14].

B nccneposanun EORTC-GELA H8F EBponerickoin opraHu-
3aumm no uccnegoBaHusM M nedeHuto paka (European Orga-
nization for Research and Treatment of Cancer — EORTC), npu
KOTOpOW 6bIna codgaHa rpynna, nsydaroLas nmmombl y B3pocC-
nbix (Groupe d'Etudes des Lymphomes de I'Adulte — GELA),
npoBoAunun cpasHeHne Tepanum no cxeme MOPP-ABV (mycTap-
reH, BUHKPUCTUH, MpoKap6a3unH, NpegHU300H — [OKCOPYOULINH,
6neomMuumH, BUH6nacTuH) + IFRT n cy6ToTaneHon J1T y naumeH-
TOB C paHHumu ctagmamun JIX. B uccnepgosaHmn yyacteoBamm
542 naumeHTta, n3 Hux 29 naumeHtoB ¢ NLPHL. 5-JleTHaa 6ec-
Co6bITUIMHasA BbbKMBaeMocTb (event-free survival — EFS) 6bina
BbILLIE Yy MaUMEHTOB, NONy4aBLUMX KOMOWHUPOBaHHYIO Tepanuio
(98 npotuB 74%; p < 0,001) [15].

Bonee nosgHee nccnegosaHne GHSG HD10, B koTopoe 6bin
BKMtoYeH 81 naumeHT ¢ paHHumn ctagnamm NLPHL, nokasano,
yto 2 yukna XT no cxeme ABVD B kombuHauum ¢ IFRT B cHu-
XeHHon pose (20 p) npakTuy4eckn Takxe 3PPEKTUBHbI, HTO U
4 umkna XT no cxeme ABVD u JIT B ctaHgapTHoM gose 30 Ip
y NaumMeHToB € paHHUMK ctaguamm JTX. 5-J1eTHUin KyMynsaTUBHBIN
pvck pa3euTus peumamea (cumulative incidence of relapse — CIR)
coctaesun meHee 10%. Viccnegosatenu He Bblgensanu oTaefnbHO
naumeHToB ¢ NLPHL [10].

HecmoTpsa Ha BkntoveHue nauyeHtos ¢ NLPHL B npocnekTue-
Hble PaHOOMW3NPOBaHHbIE KOHTPONMPYEeMble KIMHUYECKUE WUC-
CrnepfoBaHvs, pes3ynbTaTtbl STUX WCCNefoBaHWA, Kak npaswuiio,
npumMeHumbl B ocHoBHOM K CHL. Bonbluas yacte 6naronpusiT-
HbIX MCXOOOB B 3TUX UCCNEfOBaHMAX CBA3aHa C OTCYyTCTBMEM
cTaHOapTHbIX hakTopoB pucka y naumeHtoB ¢ CHL. [JokasaHo,
YTO HEeT pas3Hulbl B BbDKMBAEMOCTU Y MAaUMEHTOB C PaHHWMU
ctagusmm CHL 6e3 BOoBneYeHuss CpefocTeHns U NauneHToB C
paHHumu ctagmnammu NLPHL [16].

B petpocnektuBHoM wuccnegosaHun AreHtcTBa bBpurtak-
ckon Konymbum no sonpocam paka (British Columbia Cancer
Agency), B KOTOPOM CpaBHMBanNu BbDKMBAaeMocTb 35 mauuex-
ToB, nony4aswmx JIT, n 51 naumenTta, nony4aswmnx XT (B OC-
HoBHOM ABVD) ¢ JIT nnn 6e3 Hee, 6b1110 NOKa3aHo, YTO Nauum-
eHTbl ¢ NLPHL, nonyyaBwune XT, umenun 6onee BbICOKME MO-
kasatenun 10-netHert OS (93 npotus 84%; p = 0,074) n PFS
(91 npotuB 65%; p = 0,0024) [17].
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Y naumeHTtoB c IA ctagmein NLPHL npumeHsiioT xupyprudec-
KO€e neveHne ¢ BbXunaartesibHOM TakTUKON. Y AaHHOM KaTeropum
60/bHbIX BbICOKA BEPOSTHOCTb BO3HUKHOBEHMSA peuunausa.
B 6onbwomM wuccneposaHun EBponerickon paboyen rpymnnel
no JIX y neten (European Network Group on Pediatric Hodgkin
Lymphoma) EuroNet-PHL, B koTopoe 6b1nv BKNtoYeHbl 58 geTten,
13 Hux 54 pebeHka c IA ctagunen, 2 pebeHka c lIA cTtagnen u
2 pe6eHka c IlIA ctaguei, npoBoAnIM TONLKO yaaneHue numda-
TUYECKUX Y3I0B C AarbHeNLWMM HabnogeHneM. lNonHas pemuc-
cus 6bina gocturHyTta y 51 (87,9%) pebeHka. Bce 58 naumeHToB
6bINN XMBbI NP MeanaHe ONUTenbHOCTN HabnmogeHus 43 mec.
50-MecsiuHas PFS Bcel rpynnel naumeHToB coctasuna 57%,
26-mecavHaa PFS 51 nmaumeHTta B nonHom pemuccun — 67%.
Y opgHoro naumeHTa c llIA ctagmen 4vepes 10 neT npousowuna
TpaHcdopmauus B B-HXJ1 [18].

Mockoneky knetkn npu NLPHL akcnpeccupytot CD20, Tepa-
nus 1-1 NTMHUN MOXET BKNo4YaTb pUTYKcuMab. B nccnegosaHum,
BKJOYaBLUEM 28 B3pOCHbIX NauueHToB ¢ |A ctaguer 3a6onesa-
HUs 63 PaKTOPOB puCKa, KOTOpbIe Nnocne yganeHusa nuvdarm-
YecKoro ysna nosfiyyanu TOMbKO 4 exeHepenbHblX BBEAeHWs
putykcumaba B nose 375 mr/m?, y 60,9% naumneHToB 6bina octa-
TO4YHas Onyxosfib MOCfie XMPYpru4eckoro BmellaTenscrea. Bece
nauneHTbl 6bIM XMBbI NPV MegnaHe ONUTeNbHOCTW Habnoge-
Hus 43 mec; 4-netHasa PFS coctaBuna 77,1%. Y Bcex naumeHToB
C peungmBamMmn onyxosb 6bina yaaneHa He NofHOCTLo [19].

B gpyrom uccneposaHuu, BKtoYasLllemM 21 nauyueHTa ¢ nep-
BuyHon NLPHL (6 naumeHToB ¢ | ctagmen, 8 naumeHToB co Il cta-
aven n 7 naumenTtos c lll ctaguen), 12 nayneHToB nony4an Te-
panuio putykcnumabom B fgo3se 375 mr/m? 1 pas B HeZento B Buae
4-HepenbHOrO Kypca, a 9 mauMeHTOB Monyyanu 4eTbipe 4-He-
JenbHbIx Kypca 1 pa3 B nonroga. MegnaHa anutensHocTu Hab-
NIofAeHns 3a naumeHTamu, NoflyYMBLUMMUW OOMH KypC Tepanuu
putykcumabom, coctasuna 9,5 roga, a 3a naumMeHtamu, nony-
4YMBLUMMUK 4 Kypca Tepanuun putykcmumaoom — 5,1 roga. 5-JleTHsas
PFS nauneHTOB, NOMyYMBLUMX OAMH KypC Tepanum puTykcMma-
60om, coctasuna 47,1%, naumMeHToB, NOAy4MBLLNX 4 Kypca Tepa-
nmn putykcumaoom, — 51,9%. Y 29% naumeHToB npownsoLuna
TpaHcdopmauus B B-HXJ1. CpegHee Bpemsi fo TpaHcdopmMaumm
coctasuno 4,4 roga (ot 0,9 go 7,6 roga) [20].

JleveHne npoasuHyTbix ctagur NLPHL fBnsieTcsa cnoxxHom
3apadeit, Tak Kak He CyLLecTByeT O6LUMX MPVHLUMMNOB peLleHus
3TOM npo6rnemMbl. PeaynsraTbl paHHUX WCCNefoBaHWA MOMU
6bITb HETOYHbLIMU, TaK KakK B KOropTy 60sbHbIXx NLPHL owimn6o4-
HO nonaganu 6onbHble ¢ [BKKIJ1, 6oraton T-knetkamu.

B nccneposaHuu, BknioyasLlem 42 nauyneHTta ¢ npoaBUHYThI-
mu ctagusamm NLPHL, 60nblUMHCTBO NauMeHToB nonyvanu ne-
yeHne no cxeme ABVD wunu ABVD-nopo6Hble cxembl XT.
10-JletHsas FFTF, cBmpeTenscTBylOLWaa ToNbko 06 OTCYTCTBMM
peungmeos J1X, coctasuna 75%. Puck TpaHcdopmaummn B HXJ1
yepe3 15 net coctasun 24%. Y 4 n3 10 ymepLumnx naumeHTos
CMepTb HacTynuna B pesynbraTe pasBuTus BTopuyHom HXIJI.
Puck TpaHcdopmaumm B HXJ1 noBeiwancs y naumeHToB ¢ nep-
BMYHbIM BOBJie4eHneM ceneseHkun (depes 10 net 34 npotus 9%;
p =0,014) [21].

B gpyrom nccnepgosanunm ¢ yqactnem 37 naumeHTos € Npoasu-
HyTbiMu cTaguammn NLPHL konuyectso peunameos 6b110 601bLue
y NauneHToB, nony4asLumnx neveHne no cxeme ABVD/EVA (aTono-
314, agpuaMuLmH, BUHGNACTUH), YeM Y NaLMeHTOoB, NonyYaBLUInX
ankunupyowwmn areHt B cxeme XT (75 npotus 32%) [22].

B peTpocnekTMBHOM mccnenoBaHum, BkoYasLwem 15 naymeH-
ToB ¢ NLPHL, 13 H1x 11 ¢ NnpoaBuHyTbIMM CTaauaMm, NOMyYaBLUMX
XT no cxeme R-CHOP (putykcmuma6, umknodoctamui, agpuamm-
UMH, BUHKPUCTWH, MPEOHWU30MIOH), Mpu MeavaHe HabnopeHus
42 mec peumamBoB M TpaHCopMaLUmm He 3aperncTpupoBaHo [23].

Mpu peunameax NLPHL Bo Bcex cny4asx He06xoamMmo NpoBo-
OVTb BUOMNCUIO C LEeNbio UCKIYEHUs TpaHcdopMaumm KneTok
repMUHaTUBHBIX LEHTPOB B arpeccusHyto HXJ1. Bei6op Tepanum
peuvavea 3aBUCUT OT Tepanun 1-i NnHUK.

B nccnepoBaHun, B KOTOPOM peumane passuncsa y 25 nauu-
eHToB nocne JIT, 22 naumeHTa nony4unu Tepanuio 2-m INHWUK:
13 nayueHToB — XT, 5 nayneHtoB — J1T, 4 naumeHTa — KOMOUHU-
poBaHHyto Tepanuio. Hepea 10 neT nocne BO3HUKHOBEHMUS peuun-
avea y 52% naumeHToB coxpaHsinack pemucceunst, 10-netHas OS
cocTtaBuna 60 = 11% [10].

Beicokogo3Haa XT (BOXT) ¢ ayTonorMyHon TpaHcnnaHTta-
LMen reMonosTUHECKMX CTBOMOBLIX KNeTok (ayTo-TICK) — ele
OOVH BapuaHT Tepanuu paHHUX PeuMavMBOB U pedpakTepHbIX
dopm NLPHL.

B nccneposanumn M.Karuturi n coaBT. [24], BKntoyaBLlem 26 na-
uneHToB ¢ peumamsom NLPHL, nonyumnBwmnx BOXT/ayTo-TICK,
5-neTHsas EFS cocTtaBuna 69%, OS — 76% (MegnaHa Habnoge-
Hus 59 mec).

B opyrom uccnepoBaHuM NPOBOAMIN CPaBHEHWE BbXMBae-
MocTn 19 nauneHToB ¢ peumanBomM/pedpakTepHbIM TeHEHMEM
NLPHL » 299 naumneHTOB ¢ peumansom/peddpakTepHbIM TEHEHW-
emM CHL. 5-NletHsia PFS coctasuna 40 npotue 39% (p = 0,3),
OS - 56 npotuB 53% (p = 0,36) [25].

Putykcnmab Takxe UCnonb3ytoT B Ka4ecTBe Tepanuu 2-i nu-
Hun. B nccnepgoBaHum, BktodasLllemM 18 nauveHToB ¢ peunam-
Bom NLPHL, nonyyaBlimnx pasHoo6pa3Hoe nedveHune (JIT, XT,
KOMOWHMpOBaHHasA Tepanus), y 11 naumMeHTOB NPUMEHSNN pu-
Tykcumab B cTaHpgapTHol gose (375 mr/m?) 1 pa3 B Hepento
B BUAe 4-HefenbHoro Kypca, a 7 nauueHTam npoBoaunnm 4 Takux
Kypca 1 pa3 B nonroga. lNocne 1-ro kypca putykcumata oTset
6611 nony4eH y 100%, a nonHasa pemuccus —y 78% nauueHToB.
5-IletHsa PFS y nauneHToB, nonyumsLlumnx 1 Kypc putykcumana,
coctaBuna 36,4%, 4 kKypca putykcumaba — 71,4%, 5-netHss
OS - 90,9 n 71,4% cootBeTcTBEHHO [20].

B kayecTtBe Tepanuu 2-i IMHUM MOTYT ObITb UCMOSL30BaHbI
apyrve cxembl XT, cogepxallume npenaparbl NiaTuHbl U pUTYK-
cumab, ogHako 60MbLIMX UCCNefoBaHUM TakuUX PEXUMOB He
npoBoAnnoch [26].

3aknioyeHue

NLPHL — pegkoe 3a6onesaHue ¢ oco6on 6uonoruen, xapak-
Tepu3yioLLieecs BbICOKMM PUCKOM TpaHcdopMaumm B arpeccus-
Hyto HXJ1 n CKNOHHOCTBIO K MO34HMM peuuausam. HemHoro-
YMCNEHHbIE UCCNEeJoBaHMSA He JaloT OOHO3HAYHbLIX peKoMeHda-
LMIA NO NeYeHnto gaHHoro 3aboneBaHus. 13 aHanmaa nmeroLmx-
€A JaHHbIX NUTepaTypbl MOXHO 3aKo4unTb, 4To J1T He aBnseTcs
NPUOPUTETHLIM METOLAOM NeveHus. MNpy NoKanM3oBaHHbIX CTa-
Ansx 3abonesaHus Afa nedveHns NpegnoYTUTENbHO MCMONb30-
BaTb HEWHTEHCMBHYIO XT WM KOMOWHMPOBAHHYI Tepanuio.
Tepanven Bbi6opa Npu MPOOBMHYTBIX CTaguax 3aboneeaHus
y B3pocnbix MoxXeT 6biTb XT no cxeme R-CHOP B co4etaHum
c JIT, a y petenrt — XT no cxeme CVP (umknodoccaH, BuH6na-
CTVH, NpegHn30oH). Beibop Tepanun 2- nMHUN NHOVBUAYyaneH
1 MoXeT 6bITb NpeacTaeneH XT, cogepallen ankunupyoLime
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areHTbl, unn KombuHupoBaHHoOW Tepanven. BOXT/ayTo-TICK
MOXeT ObITb BapuaHToOM Tepanuu cnaceHuns. Y naumMeHToB c pe-
umamsupyrowmm TedeHmeMm NLPHL, He TpaHcdopmupytoLLencs
B HXJ1 n He peumamsupylolen B BUAe NPOABUHYTLIX CTafun,
BO3MOXHO MpUMEeHeHne putykcumabda B BuAe 4-HefernbHOro
MHOYKLUMOHHOIO Kypca ¢ nocnegyloLien koHconunaaumen B suae
3 nosTopAOLWLMXCA 1 pa3 B nonroga Kypcos.
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