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[NepBMYHbIE KOXKHblE T-KNETOYHbIE NMMAIOMbI MPEACTAaBASIOT COOOM reTEPOreHHYIO rpymnmny T-KNeTO4HbIX NMMAONpPOo-
nmdepaTmBHbIX 3a00NeBaHNii, Pa3BMBaIOLLMXCHA MPEVNMYLLECTBEHHO B KOXKE U XapaKTepU3YIOLLIMXCA OCOOEHHOCTAMM
OVArHOCTUKM, KIMMHNYECKOrO TEYEHUS 1 TepaneBTMYeCcKoro Nnoaxoaa. MpnboBUaHbIN MMKO3 coCcTaBngeT 6onee nomno-
BUHbI KOXHbIX TMMMOM, B 4eTBEPTK cnydaeB anarHocTtmpytotca CD30* numdoonponudepaTmBHble 3a00NeBaHMUS KOXMN
(mepBunYHas KoXxxHad aHannacTMyeckas numdoma 1 NMMAQOMaTonaHbI Nanynes), a ocTanbHas YacTb NPeAcTaBneHa
PEAKO BCTPEYAOLLNMNCS OMYXONSMK, B TOM YUCTTE MEPBUYHON KOXXHOW nepunddepn4eckom T-KneToYHOoM NMMMAOMON
HecneumMpuUUMPOBaHHOWN.

AKTVBaUWOHHBIN aHTureH CD30 aBnseTca KNeTo4YHbIM MeEMOPaHHBIM MMMKOMNPOTEMHOM, OTHOCALLMMCS K CEMENCTBY
doakTopoB Hekpo3a onyxonu. OnyxoneBble KNeTKN Npu NepBnYHbIX KOXHbIX CD30-M03NTUBHBIX MMMAdIOMaxX KOXXK
akcnpeccupytoT CD30 6onee 4eM B 75 %, Mpu ApYrmMx HO30MOMMYECKMX DOPMax ero AETEKLMA TakKe MOXET BCTpe-
4aTbCs, HO B MEHbLUEN CTEMEHN.

BOoAbWMHCTBO MaUMEHTOB C KOXKHbIMM CD30* numdonponudepatBHbIMM 3a601€BAHUAMN UMEKOT MHAONEHTHOE TeYe-
Hne ¢ 6naronpUSaTHbIM NPOrHO30M, NMPMMEPHO B 30 % pas3BMBAETCHA PE3NCTEHTHOE TedeHne 60n1e3Hn 1 B 8 % cnyvyaeB
PErMCTPUPYIOTCH CMEPTENbHbIE NCXOAb!I OT MMAOMbI [1].

CucTemMHas MMMYHOMOAYNMPYIOLLAS UM XMMUOTEpPanmsa YacTo NPUMEHAETCS A5 pa3BEPHYTbIX cTaauii 3abonesaHuni,
C HELaBHVIX MOP B KIMHUYECKYIO MPaKTUKY A5 NIEYEHUS KOXKHbIX TUMAOM BKIMIOYEHbI MOHOKIOHANbHbIE aHTUTENA,
OAHWM N3 KOTOpPbIX iBAsieTCst OpeHTyKcnumab BegoTH — CD30-MOHOKNOHANbHOE aHTUTENO, KOHbIOMMPOBAHHOE C MO-
HomeTMnaypucTaTtHom E.

Mbl np1BOAMM OMMCaHVe ABYX KIMHUYECKMX CNyYaeB NaumeHToB C MOCTOAHHO PELNAMBUPYIOLNM TEYEHNEM NMAO-
MaTtomMaHoro nanynesa u pepaktepHo opMbl MEPBUHHON KOXHOW Nnepuddepn4eckon T-KneToYHOoM TMMMOMbI He-
cneundunUMpoBaHHOM. B peaynbrate TapreHTHoM Tepanuy npenapatom OpeHTykcnumab BEAOTUH Kak B MOHOPEXMME,
Tak 1 B COMETAHMM C XMMmMoTepanmen y o060omx naumMeHToB yaanoch Noay4nTb CTONKYIO OUTENBHYIO PEMUCCUIO.

Knto4eBble CNOBA: KoXHbIE IMMEOMBI, NEPBUYHARA KOXHas nepudiepuyeckas T-kneTouHas imcoMa HecreumuumMpoBaHHas,
numcpomarongHbiiA nanynes, neveHve, 6peHTykeuMad BeoTUH, peMuccus 3abonesaHus

KOHMAMKT MHTEPECOB: aBTOpbI 3asBMSAOT 06 OTCYTCTBMM NOTEHLMANBbHOrO KOHAIMKTA NHTEpecoB, TpebytoLlero
pPacKpbITVs B JaHHON CTaTbe.

Ona untupoBaHua: Noperkosa 1. I., KpasueHko C. K., benoycosa M. 3. BoamoxHocTn 6peHTykcrmab BefoTuHa
B NeYeHnn peumnamBmpyroLLmnx/pedpakTepHblX OPM KOXKHbIX T-KNeTo4HbIX TMMAGOM: 0630p nMTepaTypbl U COOCTBEH-
Hble Habntoaerus. BecTHWK aepmatonorum 1 seHeponorin. 2019;95(2):42-49. https://doi.org/10.25208/0042-4609-
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Primary cutaneous T-cell ymphomas encompass a heterogeneous group of T-cell lymphoproliferative disorders de-
veloping primarily in the skin and characterized by a number of specific diagnostic, clinical, and therapeutic features.
Mycosis fungoides accounts for more than half of all cutaneous lymphoma cases, while CD30* lymphoproliferative
diseases of the skin (primary cutaneous anaplastic large-cell ymphoma and lymphomatoid papulosis) constitute
one-fourth of them and the remaining cases are rare tumour types, including primary cutaneous peripheral T-cell lym-
phoma, unspecified/not otherwise specified.

Activation antigen CD30 is a cell membrane glycoprotein of the tumour necrosis factor family. More than 75 % of
primary cutaneous CD30-positive lymphoma cells express CD30; it may be detected in other diseases as well, but to
a lesser extent.

Most patients with cutaneous CD30+* lymphoproliferative diseases have indolent disease and a favourable prognosis;
resistant disease is observed in approximately 30 % of sufferers, and fatal outcomes occur in 8 % of cases [1].
Systemic immunomodulatory therapy or chemotherapy is often used in advanced disease. Monoclonal antibodies
were recently introduced into clinical practice for the treatment of cutaneous lymphomas. One of these agents is bren-
tuximab vedotin, a CD30-monoclonal antibody conjugated to monomethyl auristatin E.

We present two case reports: one of frequently recurring lymphomatoid papulosis and the other of refractory primary
cutaneous peripheral T-cell lymphoma, unspecified/not otherwise specified. Targeted therapy with brentuximab ve-
dotin, either alone or in combination with chemotherapy, resulted in a sustained, long-lasting remission in both cases.

Keywords: cutaneous lymphoma, primary cutaneous peripheral T-cell ymphoma NOS, lymphomatoid papulosis, treatment,
brentuximab vedotin, complete remission
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I Bsepenue

MepBuUYHbIE KOXHbIE T-KNEeTO4YHbIE NMIMMAOMbI OTHOCAT-
CA K HEXOMXKMHCKUM nmmdomam, XxapakTepusyoLmmcs
HaKoMMNeHNeM KIOHasbHbIX OMyXONeBbIX TMMMOLMTOB nep-
BMYHO B KOXeE.

Mx Hnx 6ornee NOMOBWHBI Crly4aeB COCTaBnseT rpnbo-
BMAHBIA MUKO3, OKoso 25 % — CD30* numdonponudepa-
TMBHbIE 3a60neBaHns KOXu (MepBMYHas KOXHas aHanna-
cTnyeckas numcoma n numdomatonaHbi nanynea (Jinll),
1 oCTanbHYI0 YacTb — PEAKo BCTpeYaeMble OrnyXosum, B TOM
yucrne nepeBuYHas KoOXHas nepudepuyeckas T-kneToyHas
numdgoma HecneumgmumpoBaHHas [2].

JIul oTHOCUTCA K NEepBUYHBIM KOXHbIM CD30* numdo-
MaMm, XapakTepu3yeTcsi XPOHWYECKMM PEeLMANBUPYIOLLINM
TEeYEeHMEM C TEeHOeHUMEN K CaMoperpeccuMm KOXHbIX ane-
MEHTOB, NPeACTaBNeHHbIX nanynamv unv ysnamu ¢ pas-
NMYHOWM roKanusauven n sapuadernbHbIM KONMMYECTBOM.
Kak npaBuno, B TedeHne 3—12 Hefenb OTMe4yaeTcsi caMo-
CTOsiITeNIbHOE paspelleHne 06pasoBaHUii, Hepeako C 06-
pasoBaHveM py6LOB, FMMO- U TUMEPNUTMEHTHBIX MATEH.
3aboneBaHve XxapakTepu3yeTcsl XPOHUYECKUM TeYeHVeM
n B 20 % cny4yaes accouMmpyeTcs C pas3BuUTUEM APYrux
numdgonponugepaTMBHbix 3aboneBaHuii  (rpMOGOBUAHbIN
MUKO3, KOXHasi aHannactudeckas numdoma, numdorpa-
HynemaTo3) [3]. OgHako ne4venve JInl He NPUBOAUT K CHU-
XKEHUIO pUCKa pa3BUTUS BTOPUYHBIX Onyxonen [4].

Tepanus Jlnll opueHTUpoBaHa, Kak Npasuno, Ha Konu-
4YeCTBO M PaCnpPOCTPAHEHHOCTb KOXHbIX BbICbIMAHWIA 1 Ya-
CTOTY peumamBeoB. [1epBor NUHWEN NeYeHus aBnseTcs npu-
MEHeHue TOonuyecknx rmoKokopTukoctepongos (IFKC),
ManbIX 03 XMMMOTEPaneBTUYECKMX areHToB (MeTOoTpek-
car), Y3KOBOJIHOBOE YNLTPadnoneToBoe 06JyHEeHNE CneK-
Tpa B, MYBA-Tepanus [5]. He cywecTByeT fokasaTenscTs
O NPEeBOCXOACTBE MOObIX MX 3TUX METOAOB Tepanuu: 4a-
cToTa OoTBeTa Ha nokasneHyto Tepanuio ¢ [KC B cpegHem
cocTtaBnset 46 %, [NYBA-Tepanuio — 56 %, meToTpekcar
57-88 % [6].

Mpobrnemon SABNSIETCA feyeHne 4acTo peunamnBupyto-
uiero teyeHus Jlull, oco6eHHO nocne HeCKONbKUX NUHWIA
Tepanuun. B aTux cnyyasx, a Takxe An8 naumeHToB, Y KO-
TOPbIX OTMEYaeTCs BblpaXeHHbI 3ya, obpasoBaHue pyo6-
LOB n/unu 138, 6peHTykcmad BefotuH (BB) moxeT 6biTb
yCMeLLHO NCMonb30BaH B BUuge MoHoTepanuu [7]. CornacHo
pesynsTaTtamMm aHanusa 2-# ¢asbl uccnegosarHus 6B y na-
LMEeHTOB C pedpakTepHbiM TeveHnem Jull, B 100 % cny-
Yyaes 6blS1 MONYyYeEH MOSHbIN KMMHUYECKUI OTBET YXe rnocne
1-1 HY3uM Npenapara, 1 MeguaHa NPoAOCIKUTENbHOCTU
oTeeTa coctasuna 20 Hegenb (6—103) [8].

MepBuyHaa KoxHasa nepudepuyeckan T-kneToyHas
numdpoma  HecneundmumposanHas (MTKJIT NOS) npeg-
cTaBnseT cobou rpynny 3aboneBaHUn, KOTOpble HE MOryT
6blTb OTHECEHbl K TOW UMW MHOW HO30M0rMyeckon cop-
Me KOXHbIX NMMAOM, SBMAACH AUNArHO30M WCKITOYEHUS.
KpuTtepuamn Bepudukaumm gaHHOrO AuarHo3a MpUHATO
cuntatb OTCYTCTBME aHamHe3a rpubOBMOHONO MWUKO3a
(TM), a NMEHHO NPOrpafgMeHTHOM CMEHbI MATEH, BNALEeK
N y31n0B, OTCYTCTBME BHEKOXHbIX O4aroB MpW KOMIJEKC-
HOM CTa@upOBaHWM MauMeHTa, Hannuue, Kak npaswiio,
MHOXECTBEHHbIX ObICTPO PpacTyLiMX OMyXofielm Ha Tyrno-
BULLE W HMKHUX KOHEYHOCTAX, 32 WUCKIIIOYEHWEM FOfOBbI
W weun, AMPQY3HbIA U HOOYNSAPHBIA POCT KETOK Mano-
ro, CpegHero unm KpyrnHoro pasmepa, o/p-eHoTnn onyxo-
NEeBbIX KMETOK, OTCYTCTBME 3NnAepMOTpOnM3mMa, aKcrnpec-
cumn Bupyca dnwtenHa — bapp, Hannume B MHUneTpaTe

He6onblworo kKonudectea CD30* knetok [9]. MTKJT NOS
BCTPEYaeTCcs OOMHAKOBO 4acTO BO B3POCIION MNOMyAsumu
KaK Yy MY>YMH, TaK U XXEHLLUUH.

MporHo3 npu paHHOM 3abofieBaHWM HebnaronpusT-
HbINA, 5-NeTHAS BbKMBaeMocTb MeHee 20 % [10, 11].

Jleyenne MTKJT NOS B HacTosiee Bpemsi He CTaH-
[apTM3NpOBaHO M OCHOBAHO Ha WMCMOSIb30BaHUM KypcoB
CUCTEMHOW XMMMOTEpanuu, NPUMEHSIEMbIX ONA feYeHus
HofanbHbIX aHanoros. [pu BbIGOpe Tepanuu MHOYKUMK
MCMONb3YIOT aHTPaLMKIMHCOAepXallne pexnmbl — Kyp-
cel CHOP/CHOEP. CornacHo pekomeHgauusm O6Luero
HaumonanbHoro oHkonorudeckoro coobuiectea (NCCN)
1N POCCUACKNM KNMWHWYECKUM peKoMeHJaumsaMm, npumMeHs-
10T crnegyoLlylo TakTVKy: Mpu pasBuTuM obLiero oTeeTa
Yy MOMoAbIX COXpaHHbIX MauMeHTOB MPOBOAAT KOHconupa-
LMI0 BbICOKOJO3HOW XMMMOTEpanuen M TpaHCnaaHTaumio
ayToNOrnyHbIX CTBOMOBbLIX KNETOK KpoBu. B nporpeccun/
peungmee 3a60feBaHUA MPU COXPaHEHUMN XMMMWOYYBCTBU-
TEMIbHOCTM OMyXonv B TepanuuM BTOPOW NMHUWM (KypCbl
no nporpamme DHAP/ICE/GemOx) nauueHTam Monoxe
60 neT pekoMeHgoBaHO NPOBEAEHNE TpaHCNaHTaummn an-
JIOreHHOro KoCcTHoro moara [12, 13].

HoBbIM 1 MepCneKkTMBHbLIM HanpaBfieHNneM Ans NoBbl-
LweHna 3MEKTUBHOCTM JledeHus ABnseTca JobaBrieHve
B MporpamMmy CUCTEMHOMO XMMMOTEpPaneBTU4ECKOro BO3-
OeNCTBUA MOHOKOHAbHBIX aHTUTEN.

BpeHTykcmab BegotmH — CD30-MOHOKTOHASIbHOE aH-
TUTENO, KOHLIOMMPOBaAHHOE C MOHOMETWURaypucTatuHom E,
3aperucTpupoBaH Ha Tepputopumn Poccuinckon ®depepaumm
B cheBpane 2016 roga. MpenapaT BnepBble Nokasan BbICO-
Kylo 3¢hdheKTMBHOCTL B Tepanuv peumnavBoB/pedpakTep-
HbIX (YOPM aHanacTU4eCKom KPyrnHOKNETOYHON NIMMAOMBI.
B HacTosiLlee Bpemsi 0651acTb ero NMpUMEHEHWUS 3Ha4YMMO
pacwmpseTca: 6onee 39 TONMbKO 3aperuCTPUPOBaHHBLIX UC-
CcnefoBaHUn Ha calTe KIUHUYECKMX UCCefoBaHui (Www.
clinicaltrials.gov). B Tom u1cne akTMBHO u3y4aercs ero adg-
(PEKTVBHOCTb U NEPEHOCUMOCTb MPU KOXHbIX T-KNEeTO4HbIX
nmmdcomax. AHann3mpys ony6MKoBaHHbIe AaHHbIE NO Npu-
MeHeHuo BB B Tepanun 'M, cungpoma Ce3apu, TpaHcdop-
Maumn M B KpynHoKneTouHyto numdomy, CD30* KOXHbIX
numdpomax, 6onee 4em 2/3 NauUMEHTOB OTBETUNM Ha Jleye-
HMe, HECMOTPS Ha MHOXECTBO NMHWIA Tepanuu (MepmaHa
npeaLecTBYOLLMX BO3AencTBuMin — 3,1 AN NepBUYHON KOX-
HoW aHannacTuyeckon numdomsl u 4,2 ansa MM [7].

Mpw oueHke cBA3N Mexady ypoBHeM akcnpeccun CD30
1 rny6uHol oTBeTa 6bIS10 BbISBIIEHO, YTO, HECMOTPS Ha Mnpe-
MMyLLLECTBO B oTBeTe Ha BB y nauneHToB ¢ 60nee BbICOKOM
akcnpeccuen CD30 (MeamnaHa CD30, . 15 %), He 6b110 no-
JIy4eHO CTaTUCTUYECKN 3HAYMMbIX Pasfuynii B NPOSOIHKU-
TENbHOCTN OTBETa, 6€CNPOrpecCUBHON U 6€CCOOLITUNHON
BbXMBaemocTtu [14].

OnwucaHne npumeHeHus BB B Tepanum NepBUYHON KOX-
Hor MTKJ1NOS B gocTynHol Ham nuTepartype He HangeHo.

KnuHuyeckue npumepsl

Cnyyan 1

B ®IbY «HauuoHanbHbIn MEOMUMHCKUIA nccneao-
BaTeNbCKUA LEHTP rematonornmm» obpaTuncs MyxXdumHa
47 net ¢ xano6amu Ha BbICbINAHUSA Ha KOXe nuua, Lieu
1 BEPXHEN NOSIOBMHbI TyNoBULLA.

M3 aHaMHe3a U3BEeCTHO, 4YTO OKONO 5 neT Hasapg naum-
EHT npoxoaun fiedeHne no nosogy MMGoMbl XOOKKUHA
M yXe B TO BPeEMsi OTMeYan y3enkoBble 31EMEHTbI Ha nuue
(6yoncua He BbiNoOnHaNack). Yepes rog nocne okoH4aHWs
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XMMMoTepanMm OTMEeYeH BO3BpaT Mnanyn B TOW Xe foka-
nM3aumm ¢ HacTudHow camoperpeccuen (puc. 1). C uenbto
MCKNOYEHNA peunamea MMMAOMbl XO4KKMHA 6bIfo BbINOS-
HeHo TIOT/KT (MO3UTPOHHO-3MMCCMOHHAs Tomorpadums,
COBMELLEHHasA C KOMMbIOTEPHOW ToMorpadmen) uccnego-
BaHue, No AaHHbIM KOTOPOro MpU3HaKoB crneundunyHeckon
MeTabonnyecky akTMBHOWM TKaHW HE BbISBNIEHO.

BbinonHeHa 6uoncusi y3enkoBOro 3feMeHTa  KOXU
nuua. lMpu ructonornyeckom uccnegosaHum B aepMme 06-
Hapy>XuBasncs He3aNMEAEepPMOTPONHbIA  KPYNHOOYaroBbIn
MHUNETPaT  KIMHOO6Pa3HOW  POPMbI,  MPOHUKAIOLLNIA
B MOAKOXHYIO XXMPOBYIO KfeTHaTKy (puC. 2a) U COCTOALLMIA
M3 NUMMOMAHBIX KNETOK MasnbiX U CPegHVUX pa3mepos,
303NHOMUITBHBIX U HENTPOPUIBHBIX NTENKOLMTOB, a Takxe
N3 KPYMHBIX aTUMUYHBIX IMMAOUAHBIX KNETOK, PACCEAHHbIX
B MHGwunbTpate (puc. 26). KpynHble aTvnu4Hble KNETKu
akcnpeccuposanu CD3, CD4 n CD30 aHTureH (puc. 3a, 6).
PeakTuBHble NUMMOMAHbIE KNETKM ManbiX U CpeaHUX pas-
MepoB aKcrpeccuposany T- n B-kneTouHsble Mapkepsbl.

Takum 06pasom, FMCTONIOrMYeckue NPU3HaKku, UMMy-
HOCOEHOTUM OMYXONEBbIX KNETOK U AaHHble KIIMHUYECKON
KapTWUHbI COOTBETCTBOBANIM AMArHo3y nMMAOMaTONOHbIN
nanynes, Tun A.

HecMoTpsa Ha TeHOEHUMIO 31EMEHTOB K camoperpec-
cuM, nauueHta 6ecrnoKoMnM KocMeTudeckue [edeKTbl
B BMAe 06pasoBaHus rMNepnurMeHTaumum, He6onbLUMX
py6UMKOB B MecTax paspeLleHuns npeallecTByowWwmx ysern-
KOBbIX 3/1EMEHTOB, CPefHsAs NPOAOIHKUTENBHOCTL paspe-
weHns npesbiwana 12 Hegenb. MNauneHTy 6bin NpoBeaeH
Kypc y3koBonHoson UVB-Tepanuu, 4To npuBeno K Henpo-
DOMKUTENbHOMY BpeMeHHOMY adpdhekTy. Tepanus manbiMm
[o3amm MeToTpekcata (25 Mr B Hefento B TedeHue 4 He-
Jenb) OCMOXHWNOCh Pa3BUTUEM reHepann30BaHHOM TOKCU-
KOOEPMMNYECKON peakuuu.

B cBA3M € 3TMM ObINIO MPUHATO peLLEeHNe O Havane Tap-
reHTHon Tepanuu. lNocne 1-ro BBefeHuss 6peHTykcMmad
BedoTMHA B cTaHgapTHoW o3e (1,8 Mr/kr macchbl Tena) ot-
MeYeHa nosiHas perpeccus obpasoBaHuii (puc. 4).

CyMMapHO BbINOMIHEHO 6 LMKIIOB MOHOTepanun 6peH-
Tykcumab BedoTWHOM. [JOCTUrHyTa MonHas pemuccus 3a-
6oneBaHus, Npu cpoke HabnwgeHus 1,5 roga npusHakos
peumamea He 06HapyXeHo.

Puc. 1. MHOXeCTBEHHbIE Y3€/1IKOBbIE JNIEMEHTbI HA KOXE NnLia, LLen 1 BerHeM
MONOBWHbI TYNOBNLLA

Fig. 1. Multiple nodular elements on the skin of the face, neck and upper half of
the body

Cnyyai 2

B ®IbY «HaumoHanbHbIM MEOUUUHCKUIA mnccneno-
BaTeflbCKUM LEHTP remMaTonorun» obpaTtunca MyX4dumHa
32 net ¢ xano6amMmv Ha MHOXECTBEHHbIE ONyxoneBuaHble
y3bl pa3amepamu 6onee 2—-3 cM B guameTpe.

N3 aHamHe3a 13BecTHO, 4To B MapTe 2016 r. nauneHT
OTMETUN MOSBfIEHME Ha KOXE JIEBOW FOSfIEHU U BEPXHMUX
KOHEYHOCTEN MHOXECTBEHHbIX Y3/0B C TeHAEHLUMEN K Obl-
CTPOMY POCTY.

BbinonHeHa 6uoncusa y3na Koxu nesoin ronenu. [lMpu
rMCTONOMMYECKOM UCCNEefoBaHNM B fepMe ObHapyxuBascs
OMdY3HBIN HEINMAEPMOTPONHLIA UHUNETPAT, COCTOALLMIA

Puc. 2. Tuctonornyeckoe nccneaoBatine GuonTara y3enkoBoro afiemMeHTa: A — HeanuaepMOTPOMHbIA KPYNMHO04aroBbIii MHDULTPAT KIMHO00PA3HOM (hOpMbI, POHIKAKOLLMIA

B MOAKOXHYHO XIPOBYHO KNETHATKY; b — MH(UALTPAT COCTOUT 113 MMM ONAHBIX KIETOK ManbIX 11 CPEAHIX Pa3MEPOB, 303MHOMUbHBIX 1 HENTPOMUIbHBIX NENKOLMTOB, a TaKKe
113 KPYMHbIX aTUNUYHbIX TAMDOUAHBIX KNETOK, PACCESHHbIX B MHCDUNLTPATE
Fig. 2. Histological examination of a nodule biopsy specimen: A— non-epidermotropic large-focal wedge-shaped infiltrate penetrating the subcutaneous fatty tissue; b — infiltrate
consisting of small and medium sized lymphoid cells, eosinophilic and neutrophilic leukocytes, as well as large atypical lymphoid cells scattered across the infiltrate

W BecTHuK gepmaronorum u BeHeponoruun. 2019;95(2):42—-49
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Puc. 3. VIMMYHOTMCTOXMMIYECKOE 1CCNe0BaHme bronTaTa y3enkoBoro afieMeHTa: A — KpYnHble aTuninyHble KneTku akenpeccupyroT CD30 aHTureH; b — KpynHble atunnyHble
KkneTku akcnpeccupytor CD30 aHTUreH (OKkpaLLMBaHme Ha MemOpaHe KNeToK 1 B 30He Komnnekca [onbmkm)

Fig. 3. Immunohistochemical study of a nodule biopsy specimen: A — large atypical cells expressing the CD30 antigen; b — large atypical cells expressing the CD30 antigen
(staining on the cell membrane and in the Golgi complex)

M3 aTUnUYHbIX NUMMOUAHBIX KNETOK Manoro, cpegHero
1 KpyrnHoro pa3mepa (puc. 5 a, 6), akcnpeccupoBasLumnx CD2,
CD3 1 CD4 aHTureHbl C NpakTU4ecKy MOMHOW MOTepen aKc-
npeccun CD5. MeHbluee KONMHYECTBO KNETOK MHMbTpaTa
akcnpeccupoBanu CD8 aHTureH, CD20-no3uTueHble B-num-
doumTbl pacnonaranucb He6onbLUMMKU cKonneHusamn. Hgexkc
nponudpepatneHon aktneHocT (Ki-67) cocTtaBnan okosno
70-80 % OT Bcex KneTok uHdunbtpaTta. dkenpeccnsa CD30
onpegensnack Ha 5—-10 % onyxonesbIX KNETOK (puc. 6).

[Mpn MonekynsapHo-reHeTU4ecKoM uccnefoBaHum Me-
Topom [MLP BbisiBNeHa peapaHXupoBKa reHoB 6eTa-Lenmu
T-kneTo4Horo pewenTopa.

Ona  UCKMIOYEeHNss BTOPUYHOTO  MOPaXEHUS  KOXM
npy HopasnbHbIX T-KNETOYHbIX NMMEOMAX BbINOHEHO
KOMMJIEKCHOE CTagupoBaHWe nauueHTa, B TOM 4ucrne
MOT/KT n TpenaHo6MOMNcUs KOCTHOrO MO3ra: BHEKOXHbIX
04aroB BbISIBNIEHO He 6bl0.

CyMmupysl AaHHble aHamHe3a, KIMHUYECKON KapTuHbI
M nabopaTopHbIX MCCnefoBaHW, BepuduuupoBaH aua-
Puc. 4. Monxas perpeccus BbICbINatwil Nocne nepsoro BBEAEHNS OPEHTYKCIMA0 rHO3 TEPBMHHON KOXHOM I'IepMd.)%pl/l‘-IeCKOI/l T-kneToHoi
BELIOTMHA JIMMAOMbI HeCTIeLMMPULIMPOBaHHOWN.

Fig. 4. Complete regression of lesions after the first injection of brentuximab Y4yutbiBasi MONOAONM BO3PACT NnauneHTa 1 Hebnaronpu-
vedotin ATHBIA NPOrHO3, 6bINO MPUHATO PeLLeHne NPoBecTU 4 Kypca

—

Puc. 5. TucTonornyeckoe uccneaoBatine KOXHOr0 0nyxoesoro yana: A — Anddy3Hblii HeaNMAePMOTPONHbIA TMMMONAHBIA HUALTPAT B iepMe; b — UHdmMnbTpar cocTout
113 aTUMAYHbIX IMMAONAHbIX KNETOK Masoro, CPEAHEro 1 KpymHoro pasmepa

Fig. 5. Histological examination of a skin tumour nodule: A — diffuse non-epidermotropic lymphoid infiltration in the dermis; b — infiltrate consisting of atypical small-, medium-
and large-sized lymphoid cells
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BbICOKOJO3HON XMMMOTEPanuUn C BKIIOYEHNEM BbICOKUX
003 MeToTpekcara, Jl-acnaparnHassl. 1o ocHoBHOMY 3a60-
NIeBaHUIO NOSyYeH MONOXUTENbHbBIA MPOTUBOOMYXONEBbLIN
OTBET B BME 4aCTUYHOWN perpeccuu y3nos, 0gHaKo B MeX-
KYpCOBOM WHTepBane nocne 4-ro kypca XT oTMeyeHo no-
SIBfIEHNE HOBbIX MAEHTUYHbIX 06pa3oBaHWUi.

BonbHOMY HayaTa 2-a NUHWS Tepanuu C BKITIOYEHNEM
npenapara reMuuTabuHa, BbINOMHEHO 3 Kypca cucTem-
HOl XxumunoTepanuu no nporpamme ESGAP (atonosug,
conymeppon, remumtabuH, umcnnatuH). B pesynerate
ONyxoneBble o4aru CcTanuM MOCTEeNeHHo coKpalwaTbes
B pa3mepax, nauveHTy nnaHupoBanacb TpaHcnnaHtauus
KOCTHOrO Mo3ra sl KoHconMaaLummn rnosy4yeHHom pemuc-
cun 3abonesaHus. MNocne 3-ro Kypca B nepepbiBe BHOBb
OTMeYeHa nporpeccus 3aboneBaHus — MosiBUCA U Obl-
CTPO yBenuuuBasncs B pas3mepax OMyxoneBWOHbLIN y3en
Ha Koxe Aroguubl (puc. 7) n yBenu4uncs B pa3Mmepax na-
XOBbIA nUMaTU4EeCKnin y3en.

YuutbiBas pedpakTepHoe TedeHne 3abonesaHus, npu-
HATO peLLeHne o NpoBefeHUn 3-i NMHUKN Tepanun ¢ fobas-
neHneM 6peHTyKkcmab BefoTuHa.

BbIno BLINONHEHO 7 UMKMNOB feYeHns, JOCTUrHyTa pe-
Mucena 3aboneBaHusi B BUAE MOSIHOrO paspeLUeHns KOX-
HbIX O4aroB, Ha OCTATO4YHble 3NIEMEHTbI BbIMNOMHEH KypC
AMCTaHUMOHHOW nydeBon Tepanum (COM 39 Mpeld).

YunTbiBass nporpeccupyiollee TeydeHue nUMA@OoMbI,
He6naronpuATHbLIA NPOrHO3, MONOAOM BO3PACT NauueHTa,
Hanunune HLA-MOeHTMYHOro cubnuHra, naumMeHTy nnaHupy-
€TCA C Lenblo KoHconMaaumm CTOMKOM MOSTHON peMmccum
3aboneBaHus BbIMOSIHEHWE annoreHHoW TpaHcnnaHTauum
kocTHoro mo3sra. Cpok HabnogeHus nocne 3aBepLueHus
KYpCOB € 6peHTykcumMab BefoTnHoOM 12 mecsaues, NpuaHa-
KOB BO3BpaTa 3aboneBaHns He oTMevaeTcs (puc. 8).

3aknioyenue

MepBUYyHbIE KOXHbIE NMMGOMbI NpeacTaBfeHbl LUK-
POKMM CMEKTPOM HO30SI0MMYECKUX hOpM, UMEIOLLMX pas-
JINYHOE KNMMHUYECKOoe NposiBfIeHMEe, AMarHOCTUYECKNe Kpu-
Tepun, NPOrHO3 1 TepanesTnyeckne onuun. Onpepenexve
akcnpeccumn CD30 aHTMreHa Ha onyxoneBbIX KeTKax ume-
€T BapmabenbHyo XapakTepucTuky B rpynne T-KNeToYHbIX
nmdonponudpepalnii ¢ NepBUYHBIM BOBIEYEHUEM KOXMW,
Tak, npn CD30* kOXHbIX nMMdomax, B Tom 4ucne Jull,
OTMEYaeTCs BbICOKMA YPOBEHb 3KCMPEeCccun aHTUreHa,
B 7o Bpemsi kak npu MTKJT NOS moryT 6biTb NMO3UTUBHBI
€[VHUYHbIE OMYXONEBbIE KNETKU.

KnuHuyeckoe TedeHue Jlull, Kak npaBuno, xapakre-
pusyetca obpasoBaHMeM Nanyn UM y3foB Ha pasnuy-
HbIX y4acTKax KOXHbIX MOKpoBoB, o6nagawowmx 100 %
camoperpeccueit. PasnuyeH nvb NPOMEXYTOK BPEMEHU
00 CaMOCTOATENbHOro paspeLleHns 3NEMEHTOB U Hanmymne
WU OTCYTCTBUE KOCMETUHECKMX AeWEKTOB Nocne perpec-
cvpoBaHus. Jul xopoLlo oTBeYaeT Ha fIoKanbHYo U apy-
rme BuAOpl feYeHUs, HO B GOMbLUMHCTBE Crly4aeB ObICTPO
peumamBmpyeT.

MTKJTNOS cocTtaBnseT peakyto rpynny KoxHbix T-kne-
TOYHbIX NMMAQIOM, ABMAACL AUArHoO30M UckmodeHus. OHa
KMVHUYECKM XapakTepuayeTcs MOSBIIEHNEM U ObICTPbIM
POCTOM OMyXOfieBUAHbLIX Y3M10B, MPOrHO3 3HAYUTESIbHO
XyXe B CpaBHeHUM C Apyrumu dhopmamu nnumdonponu-
depaTmBHbIX KOXHbIX 3aboneBaHWi. YuuTbiBas peakyto
4acToTy BCTPE4aeMOCTH, B HACTOsILLiee BpeMs CTaHOapTOB
Tepanuu He pa3paboTaHo. Kak npaBunio, NpUMEHSIOTCS UH-
TEHCMBHbIE XMMUOTEPANEBTUYECKME PEXMMBI NO aHaNormm
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Puc. 6. 3kcnpeccws CD30 onpeaensnack Ha 5-10 % onyxonesbix KeTok
Fig. 6. Expression of CD30 was determined for 5-10% of tumour cells

Puc. 7. OnyxoneBuaHbIi ObICTPO PACTYLLMIA Y3eN Ha KOXe SroanL
Fig. 7. Tumorous rapidly growing node on the skin of the buttocks

Puc. 8. lMonHoe paspeluerie y3na ¢ 06pa3oBaHinem py6LOBbIX M3MEHEHMIA HA
KOXe AroauLbl nocne Tepanim

Fig. 8. Complete resolution of the node with the formation of cicatricial changes
on the skin of the buttock after therapy

C HofanbHbIMK NepudeprnyeckKMMn T-KNeToYHbIMU NUMAEO-
Mamu, BMnoTb A0 TpaHcnnaHTaumMm KOCTHOro Mo3ra.
Vicnonb3oBaHue TapreHTHOW Tepanuu, a UMEHHO MO-
HoknoHansHoro CD30-aHTuTena, CoeANHEHHOro € LuTocTa-
TUKOM, MOBbILLAET TepaneBTUYeCcKue BO3MOXHOCTU B TeX
cuTyaumsix, rge pyTuHHbIe nevyebHble onumMn OKasbiBarTCs
HeaheKkTMBHbIMU. Bnepsble ahpeKTUBHOCTL 6PEHTYKCU-
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Mab BeoTUHA Obina oLeHeHa npu pedpakTepHbIX hopmax
HOAAsbHbIX aHannacTU4eCcKnX nMMEoM — Oo6LLMA OTBET
y NauMeHTOB Kak MUHUMYM MOcne 3 NNMHUIA BbICOKOJO3HOM
XrmmoTepanum 6bin nonyyeH B 86 % cny4daes. YCneLuHbIn
ONbIT NPYMEHEHUS Mpenaparta cnocob6CTBOBasn paclumpe-
HUIO ero MCMonb30BaHWA NP APYrux nuMomax, BKIoHas
KOXHble T-KNeTOYHbIE OMyxonu. Takxe BaXHbIM U WUHHO-
BaLMOHHbIM SIBNAETCA COXpaHeHne 3(PeKTUBHOCTM npe-
napara m npu HM3Kom akcnpeccum aHtureHa CD30 B psge
3aboneBaHnii. BO3MOXHbIM 06bACHEHMEM LAHHOIO (PeHo-
MEeHa SBNATCA TEOPUM O MPOTMBOONYXONEBOM adyhekTe
npenaparta-«CrnyTHMKa», korga Bo3fgencTeve Ha cybctpart
3ab60oneBaHna MPOMCXOAMT 3a CYET BbICBOOGOXOEHUS MO-
HoMeTunaypuctatuHa E, Tak Kak KnMHu4eckue mccnego-
BaHUS MPUMEHEHUS TONMbKO MOHOKIOHANbHOIrO aHTuTena
CD30 (SGN30) He nokasanu CTOMb XOPOLUMX Pe3ynbTaTos.
He ncknioyaeTca M HEBbICOKAsA YyBCTBUTENBHOCTb MMMY-
HOrMCTOXMMMYECKOr0 MeToda Mpu OeTeKkunn akcnpeccum
CD30 aHTturena.

Hawwn knuHuyeckne HabnogeHns OBYyX NauMEHTOB
C peungmsupyowmMm TedeHnem Jlvll n pedpakTepHoin

K 2 nuHuam Tepanum MNTKJT NOS nokasanu BbICOKYIO
YYBCTBUTENIbHOCTb OMYXONen K NPOBELAEHUIO TapreHTHON
Tepanuu.

B nepsom cny4ae yganocb SOCTUYb MOSIHOMO KIMHUYE-
ckoro oteeta nocne 1-ro uukna moHotepanun BB, koTo-
PbIl COXPaHSETCH B TEHEHWE rofa Ha MOMEHT Ny6nmKaumu.
MprMeHsieMble paHee MeTOAbI BO3AENCTBUSA HE MPUBOAMNN
K NPOOOIMKUTENIBHON PEMUCCUM.

VY BTOpOro naumeHTta 3abonesaHve UMenio NOCTOAHHO
nporpeccupytoLLilee TeYEHNE, HECMOTPSA Ha WUCMOoSb30Ba-
HMEe BbICOKOAO3HbIX KYPCOB XMMUOTEPANUN C BKITLOYEHMEM
MakcMMarnbHO MOTeHUManbHO 3hdEKTUBHLIX NpenapaToB
npu paHHom 3abonesaHun. CoyetaHue BB ¢ cuctemHon
XumuoTepanuen no nporpamme DexaBeam Takxe no3eo-
JIMNO OOCTUYb MaKCMMasibHO MPOJOIMKUTENBHON perpec-
CWM KOXHbIX OMYyXOJNEBbIX 3/IEMEHTOB.

lMnaHvpyemble NPOCNEKTUMBHbIE WUCCReaoBaHusa -
(PEKTMBHOCTU TApreHTHOM Tepanum KOXHbIX T-KNeTOYHbIX
MMAOM Ha 60SbLLEM KONMYECTBE NaLMEHTOB MO3BONAT
onpefenvTb ponb M ToYKy npunoxeHnus BB gnsa pauwo-
HasbLHOro ucnosb3osaHus gaHHoro npenapata. i
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