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BeepeHue. Mpn6oBUAHbIA MUKO3 (TM) oTHOCUTCA K opdaHHbIM 3aboneBaHUAM. BBUAY pefKOCTH NaTonormu, OTCyTCTBUA
A0 HeAaBHero BpeMeH! 3KCNepTHOM rpynnbl U CNeLuanu3npoBaHHOro pedepeHc-LeHTpa KoxHbix M om B Poccunm Bo3-
MOXHbl€ BapuaHTbl 1e4eHns M npeacTaBaeHbl nepeyncieHnem onyuii Tepanuu, 6e3 pekoMeHAaUmMin no NpenMyLLecTBeH-
HbIM NOKa3aHMAM s TOTO MK MHOTO BapuaHTa. 3TO CO3[aeT CNIOXHOCTU NPY BbIGOPe METOA0B JIEYEHUS U OLEHKE UX 3¢-
theKTUBHOCTH.

Llenb nccnepoBaHuUsA — xapakTepucTUKa TEKYLLMX METOLOB NIEYEHUS U UX PE3YNLTATOB Y nauneHToBs ¢ I'M, koTopble Habto-
Banucb UAK NOAYYaNN KOHCYNbTAaTUBHO-AMAarHoCcTuYeckyto nomouwb 8 HMUL, rematonoruu.

Marepuanbl n meTopbl. B uccnepgosarue Obinu BKIoYeHbl 210 NaLuMeHTOB, B TOM Yucne 115 — ¢ paHHUMM CTafUAMM 3a-
6oneBaHnsa 1 95 — C NO3QHUMM.

Pe3ynbTathbl 1 3akntoueHue. Hanbonee pacnpocTpaHeHHbIMIU BapUaHTaMu Tepanum Gbnn: pas paHHUX CTafuit — NoKanb-
Has, uHTepdepoHoTepanus u cuctemHas xumuotepanus (XT), Ans NO3AHWX CTafNit — KOMOMHUPOBaHHAs Tepanus ¢ UHTep-
tepoHom (+ MYBA, meToTpekcar), MoHOTepanua uHTepdepoHoMm u cuctemHas XT. YacToTa npumeHeHus cuctemHon XT
BO BCeX NMHUAX nevenuns M coctasuna 21 %. lpu MHTErpaLmm cTaTMCTUYECKOrO aHann3a ¢ UCNOb30BaHNEM BEPOATHO-
CTU [BOCTMXKEHWA NPOTUBOOMYXONEBOrO OTBETA, NEPEX0Aa Ha 2-10 JIMHWIO, HAKONJEHHON MHLUMAEHTHOCTU GbIAN HAMmMAJHO
NPOLEMOHCTPUPOBAHbI OTpULATENbHbIE pe3ynbTaTbl npuMmeHeHus XT B nedeHuu M.

Bnepsble B Poccuun He onucatenbHo, a Ha COOCTBEHHOI 60bLWON BbIGOPKE NaLMEHTOB NPeACTaBNeHa peanbHas NpaKTu-
YecKas KapTMHA NPUMeHAEMbIX BapuaHToB neyeHus M. Ha 1-m 31ane neveHus Haubonee pacnpocTpaHeHHbIMU BapuaH-
TaMu BbIM UMMYHO- U (hoTOTEpanus, ofHaKo B 12,4 % cnyyaeB 3aperncTpupoBaHo NpUMeHeHUe cuctemMHoi XT, 4To sABns-
€Tcs HE0OOCHOBAHHbIM U MPUBOAUT K YMEHbLIEHNIO BPEMEHN [0 CEAYIOLE TUHUN NeYEHUS, YBENNYEHUIO HAKOMNEHHOI
VHUMAEHTHOCTU HeGNaronpuATHbLIX COObITUIA. B pe3ynbTate npUMeHeHUs HEXMMUOTEPANeBTUYECKUX NOAXOAO0B (MHTepde-
POH U Ap.) 3-neTHAs 6e3peLMAMBHAsA BbIXKMBAEMOCTb COCTABASAET 0koNo 40 %, nocne XT — 9,4 %. Bropas u TpeTbs NUHUM
Tepanuu npeacTaBasnn coboil 6onee pasHOOOpPasHbIe BapUaHThI, BKNIOYAA KOMOUHUPOBAHHOE NIeYeHNe UHTEP(HEPOHOM
¥ METOTPEKCATOM, a TaKIKe MOHOTEPANUIO reMUMTabUHOM, TApPTeTHYIO Tepanuio BpPeHTYKCUMAaOOoM BEAOTUHOM U 3NUTEHETH-
yeckylo Tepanuio B 3-1 TuHMK. ccnepoBaHns ¢ TapreTHbLIMM NpenapaTamMu B 3TOM NONyNALMW NALUEHTOB AEMOHCTPUPO-
Ba/N yNyylleHNe KINHUYECKUX UCXOf0B, MOAYEPKMBAA HEOOXOANMOCTb PAHHErO UX MPUMEHEHNS AN JOCTUKEHUSA Hau-
NYYLWMNX Pe3yNbTaTos.

KnioueBble cnoBa: KoxHas T-knetouHas numboma, rpuboBUaHbIA MUKO3, 3P HEKTUBHOCTL 1eYeHUs, MHTEP(hEPOH, reMLUu-
TabuH, 6peHTYKCMMAb Be4OTUH, XMMUOTEPANUS, aNNoreHHas TpaHCNIaHTaLUs KOCTHOMo Mo3ra
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Background. Mycosis fungoides (MF) is classified as an orphan disease. Due to the rarity of pathology, and until
recently the absence of an expert group and a specialized reference center for cutaneous lymphomas in Russia, possible
treatment options for MF are presented by listing them without recommendations on the preferred indications for one
or another option. This creates difficulties in choosing treatment methods and assessing their effectiveness.

Aim. To characterize current treatment methods and their results in MF patients who were observed or received
consultative and diagnostic care at the National Medical Research Center for Hematology.

Materials and methods. The study included 210 patients: 115 with early disease stages and 95 with advanced stages.
Results and conclusion. The most common treatment options were for early stages — local therapy, interferon therapy
and systemic chemotherapy (CT), for advanced stages — combination therapy with interferon (+ PUVA therapy,
methotrexate), interferon monotherapy and systemic CT. The frequency of systemic chemotherapy use in all lines of MF
treatment was 21 %. When integrating statistical analysis using the probability of achieving an antitumor response,
switching to 2" line therapy, and accumulated incidence, the negative results of using chemotherapy in the MF
treatment were clearly demonstrated.

For the first time in Russia, a real practical situation of the applied MF treatment options is presented on our own large
sample of patients. As the first line of therapy, the most common options were immunotherapy and phototherapy,
however, in 12.4 % of cases, the use of systemic CT was registered, which is unjustified and leads to a decrease in the
time to the next line of treatment and an increase in the cumulative incidence of adverse events. As a result of the use
of non-chemotherapeutic approaches (interferon, etc.), the 3-year relapse-free survival rate is about 40 %, after
chemotherapy — 9.4 %. Second- and third-line therapy provided more varied options, including combination treatment
with interferon and methotrexate, as well as gemcitabine monotherapy, targeted therapy with brentuximab vedotin,
and epigenetic therapy in the 3" line. Studies with targeted agents in this patient population have demonstrated
improved clinical outcomes, highlighting the need for their early use to achieve the best results.

Keywords: cutaneous T-cell lymphoma, mycosis fungoides, treatment efficacy, interferon, gemcitabine, brentuximab
vedotin, chemotherapy, allogeneic bone marrow transplantation

For citation: Gorenkova L.G., Zvonkov E.E., Mangasarova Ya.K. et al. Clinical profile and therapeutic aspects of mycosis
fungoides: a retrospective analysis of 210 cases in Russia. Onkogematologiya = Oncohematology 2024;19(3):173-84. (In Russ.).
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BeepeHue

Koxnbie T-kneTounble TMM@OMBI, OCHOBHAS YacTh
KOTOpPBIX MpeAcTaBiieHa TpUOOBUIHBIM MUKo30M (I'M),
OTHOCSITCSI K PEIKUM HEXOMKKUHCKUM JuMdbomam [1].

Yame Bcero I'M umeeT BSIJIOTEKYIlee TEUEHNE, U HET
yOeauTeIbHBIX TaHHBIX, aCCOIIMUPOBAH JIM ITOJIHBINA OTBET
Ha JIeYeHME ¢ IUTMTEIbHOM 00111ei BbrkmnBaeMocThio (OB).
[IpuMeHeHNEe arpecCUBHOTO JICUCHUST 3HAYMMO BIIMSCT
Ha UCXOJBI Tepaliuy U Ka4yeCTBO XU3HHU [2].

I1o nanHbIM MexayHapoaHOro 00111ecTBa KOXKHBIX JIMM-
¢om (ISCL) u EBpomneiickoit opraHu3aIiu 110 UCCaemoBa-
Huto u JedeHuto paka (EORTC), mammenTsr ¢ I'M xiaccn-
¢urpyroTcs Ha rpymiibl ¢ paHHUME (IA—IIA) v mo3mHIMEI
(IIB—IVB) crammsimu 3aboneBanus [3]. Y OonbIIMHCTBA
MMalIMEHTOB 3a00JIeBaHNe TMarHOCTUPYETCS Ha paHHE cTa-
MU B cpeHeM B Bo3pacte 58 siet [4]. [Tokazarenu 5-neTHeit
OB BapbUpPYIOT B 3aBUCUMOCTHU OT CTaguM 3a00JIeBaHUS
or 93,6 1 83,8 % ripu cragusx IA u IB 1o 60, 45,9 1 44,9 %
npu cragusix I1I1B, 11IB u IV cooTBeTcTBeHHO [3].

TpanuuuoHHO y OOJBHBIX C PaHHUMM CTaaUSIMMU,
KakK IIpaBUJIO, TIPUMEHSIIOTCS JIOKAJTbHBIE METObI JICUCHUST
(MCII0Ib30BaHNE MIPEITapaTOB MECTHOTO BO3ACIICTBUS, CO-
JIePKaIIUX [IIOKOKOPTUKOCTEPOUIHBIC TOPMOHBI, Pa3JId-
HbIe BUABI poToTeparmn). [1pu mo3mHMX cTagusx 3adoe-
BaHUs MCITOJIB3YETCS IIMPOKUI CIEKTp Tepalmu. DTO
IIpUMeHeHne UHTepdepoHa, MajbIX 103 METOTpeKcara,
SMUTeHEeTUIECKasl, TapreTHasl Teparms. B maToreHese mpo-
rpeccupymolero tedyeHust I'M pelnaroinyio poJib UrpaeT
MIPOAYKIINS Pa3INIHBIX IINTOKMHOB, KOTOPBIE CITOCOOCT-
BYIOT 1uxoToMuu T-xenmepoB 1-ro TUIa Bo 2-ii TUII, «IIpO-

Oy>XIIeH1I0» pe3rayalIbHbIX KJIETOK IaMsaTy I'M, yrHeTeHurIo
3alMTHBIX CBOMCTB LIuTOoTOKCcUYeckux T- u HK-kneTok.
B cBsi3u ¢ 3TUM IpuUMeHEHHE HEMMMYHOCYIIPECCUBHBIX
IMOIXOI0B K JICUCHUIO KOXHBIX T-KIETOYHBIX JTUMDOM
(nHTEphEPOH) IMPEAIIOYTUTEIFHES B CPABHEHUH C TIPSIMBIM
LIUTOCTATUYCCKUM BO3ICHCTBUEM.

B crpanax EBponbl teueHre I'M 00bIYHO OCHOBBIBA-
eTcsl Ha KOHCeHCycHBIX pekomeHmauusx EORTC [6].
B Poccru oTCyTCTBYIOT OMYJISIIMOHHBIE, PETUCTPALIMOHHBIE
JAaHHBIE Ha OOJIBIIION BRIOOPKE ITALIMEHTOB O IIPUMEHSIEMbIX
BapMaHTax Je4eHUs U aHaIu3 NX 3(PPeKTUBHOCTH.

Ieab nccrenoBannsa — XxapakKTepUCTUKA TEKYIIINX Me-
TOIOB JICUEHUSI Y MX PE3YJIBTATOB y MallMeHTOB ¢ ' M, Ko-
TOpBIE HAOIIOOATNCH WIN IMOJyJaI KOHCYJIBTaTUBHO-
nuarHoctuyeckyto nomoiub B HMUII remaronoruu.

Martepuanbl u meToabl

B niepuon ¢ ssuBapst 2011 1. mo aeka6bpb 2023 . peTpo-
CIIEKTUBHO IIpOAHAIM3UPOBAHBI JAaHHBIE ITAlIMEHTOB
C TUCTOJIOTMYECKUM AuarHo3omM I'M, KOTOpbIM OBbLIN BbI-
MOJIHEHBI 00CIE0BAHME Y KOHTPOJIb 32 JIeYeHUEM Ha Oa-
3¢ HMMUII rematonoruu. Takxke mpoaHaau3upOBaHBI
KIMHUYECKUE TaHHBIC ¥ TIPOBOIMMOE JICUCHHE TTAIIEHTOB,
noctynuBiux B HMMII remaronoruu B epro/, ¢ sHBapst
2018 . mo gexadbppb 2023 I., KOTOPBIM OCYILIECTBJICHHI Te-
JIEMEITUITMHCKIIE KOHCYIBTAIlAMN.

st onpeneneHus craauu 3a001eBaHUs UCTOJIb30Ba-
HbI Kputepun, npemioxeHHsle ISCL/EORTC. [l Bkimo-
YeHHUs B UCCJEIOBaHWE BCEM MallMEHTaM BBIITOJIHSI-
JIaCh OMOIICHS KOXM € TIOCIECAYIOITMMU THCTOJIOTMISCKUM
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U MOJIEKYJISIPHO-TEHETUYECKIM MCCIICTOBAHUSIMU TSI Be-
pucdukanum guarsosa I'M.

B xauecTBe maThl yCTaHOBJIEHMS AUMarHo3a Obljia Bbl-
OpaHa gata 1-i1 Ouorncuuy Koxu, MoATBepKIarolleid 1uar-
Ho3 I'M. ITauueHTbl, y KOTOPBIX YKe ObLI AUMarHOCTUPOBaH
I'M (mpenmpimyinas OMOIICHS KOXM CAeIaHa IO sSIHBaps
2011 1), MOTI OBITH BKJIIOYEHBI B MCCIEAOBAHUE, €CIIA
OHM HaXOIWINCH IO HAOIOIeHNEM B HaIlIeM LICHTpE.

[IporpeccupoBaHme onpeaeasioCh KaK U3MEHEHHE
KJIMHUYECKOM CTaINU B XOJe ITOCICIYIOIero Habome-
Hus (Hampumep, oT IA mo IB). Bpemsa HabmogeHus
ObLIO pacCYUTAHO C JaThl MEPBUYHOTO OOpalieHus
IO ITOCJIEAHETO MOCeIeHNs, 3a(MKCUPOBAHHOTO B M€ -
ITULIMHCKOM KapTe.

Oco0eHHOCTH CTATHCTHYECKOr0 aHam3a. MBI TIpoBe-
M aHanu3 3PPEeKTUBHOCTU Pa3IUIHBIX MPOTOKOJIOB
TepaImy, KOTOPBIN BBIIIOJIHEH OTASIbHO B TPYIIIE TallM-
€HTOB C pAaHHUMU 1 IO3THUMU cTagusiMu. Bo3amoxxHOCTH
HCIIOJI30BAHUS TPATULIMOHHBIX KOHEYHBIX TOUEK, TAKNX
kak OB u 6e3pennanBHas BBKMBAEMOCTD, IJIST aHAJIM3a
3(pGeKTUBHOCTU OrpaHMUYEHBI, TaK KaK HeOJIaronpu-
SITHBIX COOBITUI (CMepTeil) Ipyu JaHHOM 3a00JIcBaHUU
MMPaKTUYECKM He OBIBACT, a KITMHUIECCKIE COOBITHS (TIPO-
IPECCUM M PELUINBHI) B HaJIbHEUIIIEM KyIHUPYIOTCS Te-
pamneBTUYECKU M CYIIECTBEHHBIM 00pa3oM HE BIUSIOT
Ha PUCK JIETAIBHOTO MCX0/a. B CBSI3M ¢ 3TUM MBI KCITIOJIb-
30BaJIM B KAYECTBE MEPBUYHOM KOHEYHOU TOYKU TOCTU-
XeHMe TTOJIOKUTETLHOTO 3(p(deKTa, a BEpOITHOCTD Iepe-
X0Jla Ha CJIAYIONIYIO JIMHUIO Tepaluy U HaKOIICHHYIO
YacTOTy HeOJaronpusiITHbIX COOBITUI aHAJIM3UPOBAIU
B KaueCTBE BTOPUYHBIX KOHEYHBIX TOUeK. TakmM obpa-
30M, JJISI CTATUCTUYECKOI 00paboTKM 3(pHEKTUBHOCTU
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pa3IMUHbIX BapuaHTOB Tepanuu I'M ucrnoyib30BaHbI He-
CTaHAAPTHBIC TTOIXOIBI.

+ C ucnoyip30BaHUEM aIllapara KOHKYPUPYIOIIUX pH-
CKOB IIPOAaHAIM3NUPOBAHA BEPOSITHOCTh IOJYUCHMUS
TOJIOXKUTEIPHOIO OTBETa Ha Tepamuio 1-il TuHUMN.
IIpexpaiueHuem 1-it TMHUM TPOTOKOJIA MO MOJIOXKHU-
TEIBHOI MPUYMHE MbI CIMTATIN TOCTIDKEHHE TTOJIOXKM -
TesbHOTO 3hdexTa (momHas pemuccus (I1P) /uactianast
pemuccus (YP)/crabmnmmzaiiysi), KOHKYpUPYIOIIAs
NpUYMHA — OTpULIATEeIbHOE COObITHE (IIpOorpeccus,
peIanB, CMEPTh OT TOKCHMYHOCTH). Ecu 1-1i mnHmei
Teparnuu ObUIO TPOCTO HAOIIONEHUE U OTCYTCTBOBajIa
nHdopMaLus 0 Havasie 2-i IMHUY Tepariu, maluueH-
THI IICH3YPHUPOBaHbI HA JaTy MOCICIHETO KOHTAKTA.

* Ucmonp3oBaH mapaMeTp BepOSTHOCTH IIepexona Ha
2-10 IMHUIO TEPaInM.

+ C rcnoJib30BaHMEM alliapaTa COOBITUIHOTO aHAIN3a
JIJIST TIOBTOPSIIOIIMXCSI COOBITUI ITPpOaHAIM3UPOBAIA
CPEIHIO HAKOIUICHHYI0O MHUIMICHTHOCTb HEeOIaro-
MIPUSITHBIX COOBITUI (HAKOIUIEHHOE KOJTUIECTBO CIIY-
YyaeB IIporpeccuii/peuanBoB,/cMepTeit Ha 1 00JIbHO-
I'0) B 3aBUCHMOCTH OT IIPOTOKOJIA TePAITHH.

Pe3synbtartbi

B uccnenoBanue BkimodeHsr 210 mamuertos (97 (46 %)
MyxuuH, 113 (54 %) xeHiuuH). MearaHa Bo3pacTa Ha MO-
MEHT BepudUKaLuy 1Mardos3a cocrasuia 60 jeT.

Kinnnuueckast xapakTepucTUKa OOJIbHBIX MpeacTaB-
JieHa B Tab. 1.

MenunaHa BpeMeHU BepudUKALIMK AUArHo3a COCTaBUIa
42 (1-527) mec. Memuana OB He mOoCTUTHYTa, HO ITOTyIeHEI
pa3I4Msl B 3aBUCUMOCTH OT CTaIiK 3a001eBaHus (puc. 1).

o
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— Cragua IB/ B stage
Cragua llA/lIA stage

— Cragua lIB / lIB stage
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Cragua IVB /IVB stage
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IVA 28 23 15 11 9 5 5 4 2 1 1 1
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Puc. 1. O6was evixcusaemocms 6 obujeii epynne (a) u 6 3agucumocmu om cmaouu 3a6onresanus (6)

Fig. 1. Overall survival in the total group (a) and depending on disease stage (6)
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JlokanbHas / Local

Xumunotepanua / Chemotherapy
/

o

I KOM6MHMposaHH§n'TepanMﬂ / Combined therapy
s
v

Wl _CycTemMHOe HexvmmoTepaneBTNYecKoe Bo3aeiicTaue /
Systemic non-chemotherapeutic therapy

:__ MoHoxummnotepanua/2 / Monochemotherapy/2

Puc. 2. SunKey duaepamma pacnpedenenus 6apuanmos Aevenus
Fig. 2. SunKey treatment option distribution chart

JJ1s1 TIOCTpOEHMST M HATJISITHOCTHU IOTOKOBBIX JTHa-
rpaMM HaMU BBIIIOJIHEHO pacIipene/ieHre BApUaHTOB Jie-
YeHUS 10 UACOJTOTMICCKOMY IMPUHIIUITY: K JTOKaJIbHOM
Tepaliy OTHECEHBI JydeBas, (poToTepamus, HapyKHas
Tepanus, K cucreMHoi xumuotepanuu (XT) — Kypcsl
CHOP/CHOEP, Beicokomo3Hast X T, K MMMyHOTepaItiy —
JICYeHHe ¢ MMpUMEHEeHNeM MHTepdepoHa, K CUCTEMHOMY
HEeXMMUOTEPATICBTUIECKOMY BO3ICCTBIIO — BOPUHOCTAT,
OpeHTYKCHMMAa0 BeJOTHH, SKCTPaKOPITOpaIbHbIi hoTode-
pe3, K MOHOXMMHUOTEpaIIni — TeMIIMTa0MH, METOTpeKCaT
(puc. 2).

Ha moTtokoBoi1 guarpammMe IIpOaeMOHCTPHUPOBAHBI
BapHMaHTHI |- IMHUM U pa3InIHbIC IIEPEXOIbI B TEPAITHIO
2-11 IVHUYU U JaJiee.

Jlanee HaMu ObLI OLIeHEH pPa30opoC B IIPOLIEHTHOM CO-
OTHOILIEHUM Mo BuiaaMm jedyeHuss I'M, nmpuMeHsieMbIM
Ha Tepputopun Poccum. Bee 210 maumeHTOB MTOTYyYMIA
1-10 IMHUIO Tepamnuu, rae HauboJjiee YacTo MPUMEHSIIN
unHrepdepor —y 73 (34,8 %) nauueHToB, (hOTOTEPAIIUIO —

Het/2 / No/2

B Xvmuotepanua/2 / Chemotherapy/2 Het/3 / No/3

I NmmyHoTtepanua/2 / lmmunot\fiera-;}}?/Z
e ——
“ o
CucTeMHOe HexMmMmMoTepaneBTMYecKoe Bo3gencTame/3 /
Systelic non—%eqothempeutic therapy/3
JlokanbHasA/2-/ Local/2 & ™~
i Y 4
V.
y ANy
WmmyHotepannsa/3 / Immunotherapy/3 Tl
& b

Kom6uHnpoBsaHHas Tepanua/2 /"éombined therapy/2
MoHoxumuaTepanua/37 Monochemotherapy/3 I
— . - o~
il NG *. Nokanbhan/3 / Local/3
MoHoxummnoTepanua/2 / Mon'ocflerﬁbtherapy/l

KoMGMHMpOBaHHaﬂ Tepanua/3/ .

Combinédtherapy/3
I CUCTEMHOE HeXUMMOTepaneBTIuecKoe Bo3aelicTamne/2 /
Systemienorn=ctiemotherapeutic therapy/2 —
Xumunotepanna/3 /
Chemotherapy/3

y 46 (21,4 %), kypchl cuctemuoit XT (CHOP/CHOEP) —
y 26 (12,4 %) u KOMOMHUDPOBAHHYIO Tepamuio —
y 25 (11,9 %); octanbHble — Gojiee peaKUe BapUaHThI
nevyeHus. [IpoTHBOOITYXO0IEBbIA OTBET B pE3YJIbTATe MPU-
MeHeHUs 1-# JIMHWU Tepanuu ObLT JOCTUTHYT y 144
(71,6 %) naLueHTOB.

M3 116 naumneHToB, IMOMYYUBIINX 2-10 JIMHUIO Jieye-
HUsI, KOMOMHUpPOBaHHAsI Teparus ¢ THTephepoOHOM OblIa
npuMmeHeHa y 31 (26,7 %), MoHoTepanus UHTepbepo-
HoM —y 17 (14,7 %), remuuTadbusd —y 14 (12,1 %) 6071b-
HBIX, a TAKXKE IPYyrKie BApUAHThI JICYCHUSI, TAKME KaK OpeH-
TyKCMMa0 BeIOTHMH, BOPMHOCTAT U Jy4yeBas Tepalius,
HCIIOJIb30BaHbl B 6—8 % ciydaeB. Y 74 (62,8 %) nauueH-
TOB OBUI IIOJIyYEH IIPOTUBOOIYXOJIEBbII OTBET.

Tepanuro 3-ii mMHAM MOayYrIn 64 manyvenra. [emim-
TaOMH ucnojb3oBaica y 15 (23,4 %), TapreTHasi Tepamnust —
y 13 (20,3 %), Bopunoctat — y 9 (14,1 %) nauueHTOB.
[IpoTuBOOIYXO0JIEBbI OTBET IOCTUTHYT Y 34 (61,8 %) 60Jb-
HBIX.
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Fig. 3. Probability of achieving an antitumor response depending on the treatment protocol: a — chemotherapy; 6 — immunotherapy; 6 — local therapy;
2 — event-free survival depending on chemotherapy and other treatment protocols. CR — complete remission, PR — partial remission

ITpumeugarenbHo, uto OB oTMyanack B 3aBUCUMOCTU
oT gocTikeHus (n = 144) win HegoCTKeHUs (1 = 66)
IIPOTHBOOIYXOJIEBOrO OTBETA HA Tepamnuio 1-il TuHuu,
a uMeHHo 5-neTHAs OB cocraswia 96,2 u 71,4 % coor-
BETCTBEHHO.

CrienyrommM 1raroM ObLT IIPOBEASH MTOAPOOHBIN CTa-
TUCTUYECKUI aHAIM3 Pe3yJbTaToB JICUCHUS 1-1 TMHUHU
B 3aBUCHUMOCTH OT CTaJuu 3a00JIeBaHMSI.

Anam3 3¢)(eKTHBHOCTH MPOTOKOJIOB /LISl MAIIMEHTOB

C PAaHHHMH CTATUSAMH 3200JI€BAHAS

MBI nIpoaHaIn3UPOBaIM BEPOSITHOCTb JOCTUXEHUS
MOJIOXXKUTENHLHOTO 3(p(peKTa ¢ McIoib30BaHMEM arapaTa
KOHKYPHUPYIOILIKUX PUCKOB (KOHKYPUPYIOILINIA PUCK — IIPO-
rpeccusi, pelIuINB, CMEPTH OT IIporpeccun). MoxHO ¢ m1o-
CTaTOYHOI CTEIEHbIO YBEPEHHOCTH CeJIaTh BHIBOI O TOM,

YTO JIOKAJIbHASI TePAIMs IJIs1 MalKMEeHTOB ¢ PAHHUMMU CTa-
JIUSIMU 3a00J1eBaHUS JEMOHCTPUPYET CYLIECTBEHHO JIy4-
1ry10 3¢ (MEKTUBHOCTD IO CPaBHEHUIO ¢ UMMYHOTepaImmeit
u XT. K 6 Mec mocJie Hayajia Teparuy BepOSITHOCTb ITOJTY-
yeHUs noytoxkuterbHoro 3ddexra (ITP, YP, crabmm3zariys)
Ha ¢oHe JIoKaJIbHOM Tepanuu coctaBwia 74 %, XT — 36 %,
“MMyHoTepanuu — 46,9 % (puc. 3).

AHanu3 crnekTpa IMpUIMH IpeKpameHus 1-it TuHumn
nokasai, 9yTo ipu XT 0CHOBHBIE IPUYUHBI — 3TO IIPOrpec-
CUM U CMEPTh OT TOKCUYHOCTH, a B CJIydae JOKaJbHOMK
Tepanuy OTMe4aeTCcsl MUHUMAIbHOE YMCIIO MMallieHTOB
¢ HeOJIarONPUSITHBIMU COOBITUSIMU.

Takxke MbI IIpOaHATM3UPOBAIN BEPOSITHOCTh Havyaia
2-11 TMHUM Tepaluy B 3aBUCUMOCTH OT IpoToKosa. Bepo-
SITHOCTB TI€Epexona Ha 2-10 JIMHUIO K 36 Mec OT Hadaya
Tepanuu cocrapisieT 89 % npu XT, 57 % npu mpoToKose



Pemme N CNI0OXKHble KJINHNYeCcKne cutyaumn: AnarHoCctTka n Bbl60p TaKTUKN NnevyeHuna

179

UMMyHoTepanuu U 37 % mpu JIOKaJIbHOM BO3AEICTBUU
(puc. 4).

Ha 3aximiounTenbHOM 3Tarie MbI IPOaHAIU3UPOBAIN
CPEIHIO HAKOIUIEHHYIO MHIMAEHTHOCTh HeOJIarOIIPUsIT-
HbIX COOBITUI (HAKOIUIEHHOE KOJMYECTBO CIIydaeB IpO-
rpeccuii/penauBoB/cMepTeit Ha 1 00JIBLHOIO) B 3aBUCH-
MOCTH OT mpoTokoja Tepanuu. K 36 Mec oT Havaia
Tepanuy (HAKOIUIEHHOE KOJIMYECTBO CIIydaeB Iporpec-
cuii/peuanuBOB,/cCMepTH Ha 1 GOIBHOTO) IIPU IIPOTOKOJIE
XMMUOTEpaU OHA COCTaBJISIET 2,5 ciydast, a Ipy IpoTo-
KOJIaX UMMYHOTepaIMy 1 JIOKAJIbHOM Teparuu — 1,8 ciy-
yas (puc. 5).

Anam3 3¢)(eKTHBHOCTH POTOKOJIOB /LISl MAIIMEHTOB

C MO3IHAMH CTATUAMH 3200J€BAHASA

HaubGornee ncnonb3yeMbIMU POTOKOJIAMU JIJISI TTALIMEHTOB
C TIO3MHUMU CTAIUSIMU SIBUJIMCh UMMYyHOTepanus (n = 28),
KoMOuHupoBaHHas Tepanus (n = 19) u XT (n = 12).

Ha 1-M 3Tane Mbl poaHaau3MpOBaiu BePOSITHOCTD
JIIOCTUKEHUS TIOJIOXKUTENIbHOrO 3(p(deKkTa ¢ MCITOJIb30Ba-
HHUEM ariapata KOHKYPHUPYIOIINX PUCKOB (KOHKYpPUPY-
IOIIUI PUCK — IIPOTPECCHsI, PELIMANB, CMEPTh OT IPO-
TPECCUN).

Mb1 HE 0OHAPYXWIM CYILIECTBEHHBIX pa3Juyuii B Ha-
KOIUICHHBIX 9aCTOTaX MOJYYSHUS OTBETAa B 3aBUCUMOCTH
oT npotokoja. K 6 Mec mocje Hayaia Teparvu BepOsIT-
HOCTB ITOJYYEHMSI TToJI0oXuTeIpbHOTO 3pdexra (ITP/YP/
crabuiau3anusi) Ha (oHe MMMYHOTEpAIIMd COCTaBMJIA
15 %, XT — 18 %, xombuHupoBaHHOMi Tepanuu — 21 %
(p = 0,83). OmHako 1pu aHaIM3e TIPOGIIICH IIPUIMH TIpe-
KpalieHusl 1-i JIMHUM IPOTOKOJa BUIHO, UTO HebJiaro-
MPUSITHOE COObITUE SIBJISIETCS IPUYMHOM B 73 % ciy4yaeB

MpoTokon: / Protocol:
— Xumnotepanus / Chemotherapy
— WmmyHoTepanua / Immunotherapy
—— JlokanbHas Tepanua / Local therapy

-
S 1,0

N
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§§ 031
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x A~ L]

8 T | + LleHsypupoBaHtible / Censored
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Puc. 4. BeposmHnocme nepexoda na mepanuro 2-ii AUHUU 6 3A8UCUMOCU
0m NPOMOKOAQ NeHeHUs]
Fig. 4. Probability of switching to 2 line therapy depending on treatment protocol

CpepHuvie KymynaTuBHble GYHKLUM ASIA N3yYaeMblX YCII0BUN
€ 95 % posepuTenbHbIM UHTepBanom / Mean cumulative functions
for reference setting with 95 % confidence limits

Mpotokon: / Protocol:
— Xumwnotepanusa / Chemotherapy
6 | — WmmyHoTepanus / Immunotherapy
— JlokanbHas Tepanua / Local therapy

CpepHuvie KyMynaTuBHble GyHKLUUK /
Mean cumulative functions
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Puc. 5. Hakonaennas unyudenmuocmo HeOaaconpusmusix coobimuil 6 3a-
uUCUMOCU OM NPOMOKOAA
Fig. 5. Cumulative incidence of adverse events by protocol

Ha ¢one XT, B 43 % ciydaeB Iipu KOMOMHUPOBAHHOM
Tepanuu U B 46 % ciayyaeB npu uMMyHoTtepanuu. XT-
IIPOTOKOJIBI 3aBEPIIAIMCH ITO HEOJIATOIPUSITHOM IPUIMHE
B CYIIIECTBEHHO OOJIbIIIEM KOJIMIECTBE CIIyJacB 1 paHbIIIE,
YyeM JIeYeHHE 10 OCTaJIbHBIM IPOTOKOIaM (puc. 6).

Taxcke MBI IPOAHAIM3NUPOBAIM BEPOSITHOCTh Havyaja
2-1i IMHUM TePauy B 3aBUCUMOCTH OT IIPOTOKOIa. Bepo-
SATHOCTB TIepexoja Ha 2-10 JUHUIO K 12 Mec OT Havalia
tepanuu cocrabisger 91 % npu XT, 42 % npu UMMYHO-
Tepanuuud U 41 % npu KOMOMHMPOBAHHOI Tepamuu
(p=0,0011).

Ha 3axmounTeIbHOM 3Talle MBI IPOaHAIU3UPOBAIA
CPEIHIO HAKOIUICHHYO MHIIUACHTHOCTh He0IarompusIT-
HBIX COOBITHI (HAKOIJICHHOE KOJIMYECTBO CIyJYaeB IIPO-
rpeccuii/peuauBoB/cMepTeit Ha 1 00JILHOTO) B 3aBUCH-
MOCTU OT mpoTokoja Tepanuu. K 36 Mec orT Havaia
Tepanuu Ha npoTokojie XT oHa cocTaBiseT 2,1 ciydas,
Ha IPOTOKOJIaX UMMYyHOTepanuu — 1,4 ciaydasi, Ha KOM-
OMHMPOBAaHHOI Tepanuu — 1,6 ciaydas.

B Hacrosiiee BpeMsi JaHHBIE O IIPUMEHEHUHU aJIJIOTeH-
HOM TpaHCIUIAHTALIMU TEMOITO3TUIECKIX CTBOJIOBBIX KJIe-
toK (ayuto-TI'CK) mist mammentoB ¢ I'M ocTatorest orpa-
HUYEHHbIMU. B Hamem uccienoBaHuu 7 TallMeHTOB
nosryurii aygto-TT'CK, 4yTo oTpaxkaeT Majioe KOJIMYeCTBO
TaKMX MPOLEeIyp B cTpaHe (Tadi. 2).

IMpenukropamu Heymaum amio-TI'CK aBumuchk mpo-
IPECCUU ¥ KOJIMIECTBO IIPEAIISCTBYIONINX TMHUHI TepaITiu
Ha MOMEHT BBITIOJTHEHUSI IPOLICTYPHI.

06cyxxaeHune

OTCyTCTBHE PETUCTPALIMOHHBIX JAHHBIX O TIPUMEHSI-
eMbIx cxeMax jgeyeHus:t I'M B Poccuu ctumynnpoBaio mpo-
BelleHNe HaOJII0IaTeIbHOTO PETPOCIICKTUBHOTO KOTOPT-
HOTO MCCIEeAOBAaHMUSA B LEISIX U3YICHUS] PEaTbHBIX CXeM
JIeYeHMS I UICXOAOB y HAIMX MmanueHToB. B mepuox ¢ 2011
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Puc. 6. Beposmrocms docmudicenust nRpomueoonyxone6020 0meema @ 3agUCUMOCIU OM NPOMOKOAA AeYeHUs: A — KOMOUHUPOBAHHAS mepanusi; 6 — UMMy~
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Fig. 6. Probability of achieving an antitumor response depending on the treatment protocol: a — combined therapy; 6 — immunotherapy; 6 — chemotherapy.

CR — complete remission, PR — partial remission

o 2023 r. 6sutn BKITIoYeHH! 210 mauueHToB, 4YTO obecre-
410 (OpMHUPOBAHUE JOCTATOUHOM KOTOPTHI ISl IIPOBE-
JICHUsI CTATUCTUYECKOIO aHAIM3a IT0 AHAJIOTUM C SKCIIEPT-
HBIMM LIEHTpaMHM JpYyTux cTpaH [7].

OmHyM 13 nepBhIX (pakTopoB, Biusonmx Ha OB, oka-
3aJIUCh BpeMsI BOBHUKHOBEHMSI CUMIITOMOB M HA4aJIo Jie-
yeHus: 5-netHas OB B ciaydae Havana jgeyeHUs Oosee
1 MeHee 24 Mec OT AaThl TIEpBOIl CUMIITOMATUKH COCTABU -
na 87 u 67 % cooTBeTCTBEHHO (puC. 7).

Hamu noka3aHo, 4TO IIOCJIe CUCTEMHOTO JeUYeHHUS
1-it auHuM y 24 % NALUEHTOB MPOU3OILIE] PEeLUUIUB,
y 27 % — nporpeccupoBaHue mpolecca. DT MOKa3aTeIn
COIIOCTABUMBI C JaHHBIMU PETPOCIIEKTUBHOTO MCCJIEIO-
BaHus B cTpaHax EBpomnnl [8], ogHako yacToTa pa3BUTHUS
peuuanBa rnocie 1-ii TMHUM 1 HalbHEHIIero mporpeccu-
pOBaHMS B Hallleii KOrOpTe 0Ka3ajiach HIKe. DTO MOXET
OBITH CBSI3aHO C OOJiee aKTUBHBIM IIPUMEHEHUEM UMMY-
HOTepaIeBTUYECKOrO MOAX0Aa C UCII0Jb30BaHUEM MHTEP-
depona B 1-i1 muHum tepanuu (35 %), 4ro ompaBIaHO
M COIMOCTAaBMMO C MEXIYHApOIHBIMM CTaHZapTaMu [9].
INpumeneHue uaTepdepoHa B 1-if TMHUU Teparny IMO3BO-
JIAJIO JOCTUYD 3-JIETHEN 0€CCOOBITUMHOM BEKMBAEMOCTU

(BCB) 46 %, 4TO COOTBETCTBYET MEXIYHAPOIHBIM ITOKA-
3aresiM. B MeXayHapoaHOM MpaKTUKE IIEPBOTO IpUMe-
HEeHUS MHTep(hEePOHOTEepAlIMU ONUCAHO UCIIOIb30BaHUE
BBICOKMX 1103 10 36—45 MiH En ripu HeBbICOKOM 3¢ deK-
TUBHOCTU — TTOJIHBIE PEMHUCCUY ObUTM TOCTUTHYTHI y 10—
27 % nauuvenToB [10]. Haiuu gaHHbIe Takxke IMOKa3aju,
YTO UCITIOJIb30BaHKUE BHICOKHUX 103 MHTep(hEepOHa He BCer-
na sBisieTcs 3(PpPEeKTUBHBIM, 1 HAMU ObUIM TTPUMEHEHBI
ycpeaHeHHBIe 036! OT 3 10 9 MutH En moaKoXXHO exkeaHeB-
HO, YTO MPUBEJIO K JOCTUXKEHUIO IPOTUBOOIYX0JIEBOTO
oTrBeTa B 52 % cinydaes.

B 1-i1 tuHMM teyeHns pexxe ObLUTA UCITOIL30BaHbI APY-
rvie BapuaHThl — KOMOMHUPOBAaHHAsI TEPAIusl C METOTPEK-
caToM, reMunTabuH, TapretHas (0,47 %) win SIIUreHeTu -
yeckas (0,9 %) tepamnus, npu 3toM cuctemHas XT
(mporpamma CHOP/CHOEP) npumenena y 12,2 % na-
LIMEHTOB.

Hamu ucrionp30BaHbI crielIMMUIHBIC CTATUCTUICCKIE
napameTphbl (HaKOILIEHHAsI MHLIMAEHTHOCTh, BEPOSTHOCTh
repexona Ha APYryIo JMHUIO), C IIOMOIIbIO KOTOPBIX yaa-
JIOCh HAIJISIIHO IPOAEMOHCTPUPOBATh HEOIarONPUSITHBIE
MCXOMAbl B pe3yjibTaTe HEeONpaBIAaHHOIO M HELEJeBOro
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Tabmmua 2. Xapakmepucmulcu nayuenmoe, y Komopovlx npUMeHeHa ain0eeHHas mpaHCnaanmayusi 2emonos3mu1ecKux cnmeo106ulX Ka1emok KpOB’u/ICOCmHO-

20 mosea (anno-TKM)

Table 2. Characteristics of patients who received allogeneic hematopoietic stem cell/bone marrow transplantation (allo-BMT)

JIuarnos

ITanyent Tepudb
_ epucepuyeckas
FPIEGOBM (D T-knerouynas mumdoma,
Hblii Muk03  Ce3apu
HecnemuhupoBaHHas
1 +
2 4F
3 +
4 IF
5 +
6 +
7 +
X 100
S 904 ; :
2 ' : " il
2 80 ' : : i
S l H y
: 0 b
Soed b
3 | | |
8 201 i |
g aof 1 i
3 : ' :
g 304 : ! :
s 1 ! | — <24 mec/ <24 months
E 20 | i | — >24 mec / >24 months
= 101 i ! i log-rank p <0,0274
g 0- i : , + LleH3ypupoBaHHble / Censored
o ———i i

0 12 24 36 48 60 72 84 96 108 120 132 144
Bpemsa oT Hauana neueHuna, mec /

Time from treatment initiation, months
Yucno naumeHTOB B rpynne pucka / Number of patients at risk

— 64 42 28 16 13 10 8 6 4 2 1 O
— 141 10170 58 50 38 32 24 15 12 7 4

Puc. 7. Obwas eviocusaemocms 6 3agucumocmu om 0amoi NOSIGAEHUsL nep-
8bIX CUMNIMOMO8 U HA4AAA CheyUu1eckoll mepanuu

Fig. 7. Overall survival according to the date of first symptoms appearance
and specific therapy initiation

Ha3HauyeHMs KypcoB XT kak 1-ro aramna neyeHusi. B poc-
CHIICKOM 3MMIEMHUOJIOTUISCKOM MCCIICTOBAHNH, BBITIOI-
HEHHOM B paMKax cOopa JaHHBIX IIPY CO3TaHUM PETUCTPa
Poccuiickoro o61ecTBa 1epMaTOBEHEPOJOTOB U KOCMeE-
ToJIoroB, 6oiiee yeM y 47 % nauueHToB ¢ I'M Obuia npu-
meHeHa cuctemHas XT [11]. Yacrora npumeHenust XT
ObLIa BBIIIE, 9eM OKUIAIOCh B COOTBETCTBUM C €BPOIIEI-
ckumu pekoMmeHmanusamu [12, 13]. BepositHO, 3TO cBsI3a-
HO C OTCYTCTBHEM OCBEIOMJICHHOCTH Bpadeii peTMOHAIb-
HBIX CYOBEKTOB 00 OCOOEHHOCTSIX Tepaluu KOXHbIX

Craryc 3260/1eBaHHsI HA MOMEHT Kom4ecTBo JumHmi
amto-TKM Tepanuu
Iporpeccus C“]l)ilﬁ:?;ll:l“ﬂ/ Menee 3 Donee3
+ +
+ 3
+ +
+ 3
+
+ 3
+ +

T-xyneTouHbIX TUMGOM, a TAKXKe 3aBUCUT OT CIlelIMaIn3a-
LIMM Bpaya, OCYIIECTBIISIIOIETO HETTOCPEICTBEHHO JICUCHIE
6onbHBIX (M0 JaHHBIM Poccuiickoro permcrpa aepmaro-
BEHEPOJIOTOB M KOCMETOJIOTOB, Kypalusl OOJIbHBIX Yallle
BCETO OCYIIECTBIISICTCS BpadaMH-OHKooramu). Otpuia-
TeJIbHOE BO3IECTBHIE paHHEro IpuMeHeHs X T moaTBepxK-
JaeTcs COOOIIEHUSIMU 00 OrpaHMYEeHHOM TIPOJOIKUTEb-
HOCTH IIPOTUBOOITYXOJIEBOTO OTBETa HA PAaHHMX dTaIax
JieyeHus (CpemHee BpeMsl IO ITOCIEAYIOmeil Tepanu —
3,9 mec) [14]. Hamu paHee oImy0IMKOBaHBI JaHHBIE O pa3-
Hute B 5-netHeit OB u BCB npu xummoTteparneBTU4ecKOM
1 HeXMMHUOTepamneBTUYECKOM moaxoxax: 57,9 m 0 %
npu XT nportus 86,3 u 29 % nipu 1e4eHUU IPYTUMU IIpe-
mapatamu (puc. 8) [15]. Mcrionbp3oBaHMe MyIBTHAreHTHOM
Tepanuy OIpaBIaHHO TOJLKO Ipu TpaHchopMaunu ['M
B KPYITHOKJIETOYHYIO JIUM(OMY, KaK 3TaIl JICYCHMS C 110~
CIenyIOUed aJUIOTeHHON TpaHCIUIAHTALUMEW KOCTHOTO
Moa3ra [9].

Bropas u TpeTbst TMHUM TepaIuy IpeACTaBIsLIv cOO00
0oJiee pa3HOOOpa3HbIe BAPUAHThI, BKJI0Yast KOMOMHUPO-
BaHHOE JICUCHNE MHTEP(HEPOHOM 1 METOTPEKCATOM, a TaK-
K€ MOHOTEPAIUIO TeMIIMTA0OMHOM, TAPTETHYIO TEPAITHIO
OpEHTYKCMMAa0OM BeJOTUHOM U IUTEHETUYECKYIO TepaIliio
B 3-i1 tuHmm. MccaemoBaHms ¢ TApreTHBIMM IIperiapaTaMu
B 3TOM IMOMYJISILIUY HAIMEHTOB IEMOHCTPUPOBAIH YIyd-
IIeHNEe KIIMHUYECKNX UCXOMIOB, ITOTIEPKIBasi HEOOXOMM-
MOCTb UX PAHHETO IMTPUMEHEHUS IS AOCTVKEHUS HAWTy4-
mux pesyasratoB [16]. Hanpumep, B mccieroBaHUU
ALCANZA y nanueHToB ¢ I'M o01ast yactora orBeTa
cocraBwia 50 % npu mpuMeHeHUU OpeHTyKcuMaba Beo-
ThHa npotuB 10 % mpu DpUMEeHEHUM MeETOTpeKcata
nim 6ekcapoteHa [17]; B ucciegoBanu MAVORIC neue-
HHE MOTaMyJIM3yMaboM IIPUBEJIO K YBEJIIMUCHUIO ITPOIOII-
XKUTEJTbHOCTU XKU3HU — 7,7 Mec TI0 cpaBHEHMIO ¢ 3,1 Mec
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Fig. 8. Overall (a) and event-free (6) survival with chemotherapy and non-chemotherapeutic approach in the I* line of treatment

IIpY IIPUMEHEHUH BOPMHOCTATA Y TAIIMEHTOB C pedpak-
tepHbIMU (popmamu I'M unu cuaapoma Cesapu [18].

B Hamem ucciegoBaHMU ITOJTyYeHA CISAyIONIast TCH-
IEeHIIMsI: TIPY UCIIOIb30BaHUM TapreTHOM Tepalmu Kak
MOXHO paHbIe (1—2-s1 IMHMS JIEYSHUST) BO3MOXHO J0-
crkeHue 1iaTo 3-nerHeir BCB okomo 33 %, B 10 BpeMs
Kak 1iocjie 3-ii 1 6oJiee TMHUI Tepariy Ha CPOKe HaOIIIo-
nenusd csoie 24 Mmec BCB pasHa 0 %.

CyuecTByloiue JaHHbIe 0 ipuMeHeHnu amto-TTICK
OrpaHUYECHBI PETPOCIIEKTUBHBIMHU OTHOLICHTPOBBIMU HC-
CJIeIOBAaHMSIMU, PETUCTPOBBIMM TAHHBIMU Y HEOOJIBITMU
IIPOCIIEKTUBHBIMU HEPAaHIOMHU3NPOBAHHBIMU UCCIICAOBA-
HusiMu. OTHAKO HeTaBHO OIMYOJIMKOBAaHO MEPBOE IIPOCITEK-
tuBHoe uccienosanne CUTALLO, koTtopoe moka3saio
3HAUYUTEJIbHO 00Jiee JJIUTEJIbHYIO BBKMBAeMOCTh 0€3 Ipo-
IpeCcCUpPOBaHMS y MALIMEHTOB, Imojy4JaBmmx ajmio-TTCK,
IO CPaBHEHMIO C TEMHU, Y KOTO 3Ty MPOILEeIypy He IIPOBO-
mvnu [18—20]. B Halreit koropre nporpeccupoBaHue 3a-
bosieBaHMsI Ha MOMEHT BoImosiHeHMS ayuto-TTI'CK orme-
YEHO Y 2 AIIMEHTOB, a CTAOMIM3AIIIS VI PEMUCCHS — Y 5.
Cratyc 3a00J1¢BaHS BIMSUT HAa MCXOIbI KJICTOYHOM Tepa-
nuu. beuta monydena 5-netHsas OB u BBDXKMBaeMOCTb
6e3 nporpeccupoBanus 71 %, a 5-nerusigs BCB — 57 %.
DTO MOATBEPKIaeT MOTEHIMATBHYIO 3(D(EeKTUBHOCTD JaH-
HoM nmpouenaypsl B jedeHuu I'M, oco6eHHO y MalMeHTOB
C pacIpoCTpaHEeHHBIMU CTagUSIMU 3a00JIeBaHUS.

OLieHMBasT Pe3yIBTaThl JOCTIKEHMS IIPOTUBOOITYXOJIe-
BOT'O OTBETA B JICYCHUH KOXKHBIX TUM(POM, OTMEUAIOT IPH-
MEPHO paBHBIE ITOKa3aTeu Kak B 1-1i, TaK ¥ B 3-1 TUHUSIX
JICUCHUSI, HO BpeMs 10 peliuauBa WU pedpaKTepHOro
3a00J1eBaHusI ObLJIO 3HAYUTEILHO COKPAIIEHO, UTO YKAa3bl-
BAET Ha TO, YTO BPEMS 10 CJAEAYIOLIETO JIEYEHUS SIBIISETCS
0oJiee 3HAUMMOM KOHEUYHOI TOUKOM, OTpaxKarollei mpo-
JIOJDKUTEILHOCTD JICYEHMST, BKITIOYast ero 3(pPeKTUBHOCTD
1 6e3omacHocTh [21]. Tak, o pe3yasTaTaM JIeueHUs B KO-

ropTe HaIllMX MalMEHTOB MeIMaHa BPpEeMEHHU OO Hadaja
2-i1 tuHMM B citydae mpuMeHeHus XT yxe B 1-i TmHuM —
2 Mec, Ipy HEXUMHUOTEPAeBTUIECKOM BO3IEHCTBUU —
8,3 Mec.

IMoka3zarenu peuuauBoB (24 %) u pedpakTepHOro
3aboseBaHust (27 %) COOTBETCTBOBAIM TAKOBBIM B CXOXHX
aHaJIM3aX B aHAJIOTMYHBIX KOTOPTaX IMAIIMEHTOB C KOXHBI-
MU T-KJeTouHbIMU TUMPOMaMHU [22] 1 peTPOCTIEKTUBHO-
My aHau3y rmanueHToB ¢ 'M /cunapomom Cesapu, IOIy-
YaBIIIMX B CpeIHEM 3 TMHUM CUCTEMHOM Tepanui [14].

HecMmoTtpst Ha orpaHnYeHUs HAIIIETO MCCICIOBAHMUS,
CBSI3aHHBIC C HEOOJIBIIIMM YMCJIOM ITAIIMEHTOB B HEKOTO-
PBIX BETBSIX JICUCHUSI, PE3YJIbTAThI IIPEIOCTABIISIOT OCHOBY
IJIS JaJbHEHIIero pa3BUTUS WHANBUAYATIN3UPOBAHHBIX
MOAXOAO0B K JIeYeHHUIO MauueHToB ¢ I'M, HampaBlieHHbIX
Ha yJIy4dllleHre KIMHIYECKUX MCXOI0B M Ka4eCTBa XXU3HMU.

3aknoueHue

Kak u mpu apyrux opdaHHBIX 3a00/IeBaHUSIX, 1T KOX-
HBIX T-KJI€TOYHBIX TUM(MOM B HACTOSIIIEE BPEMSI OTCYTCT-
BYIOT PETUCTPALIMOHHBIC JAHHBIE O IIPUMEHSIEMBIX METOIAX
JnedeHus: B Poccuu.

IIpoBeneHre HaOIOAATENIBHOIO UCCACAOBAHMS IS
OLIEHKH 3(P(HEKTUBHOCTU Pa3IMYHBIX JIeYeOHBIX TTOAXOI0B,
BKJIIOYAs UMMYHOTEpaIuio, cucteMHyto X1, a Takke ajuio-
TeHHYIO TPaHCIUIAHTAIIMIO KOCTHOTO MO3Ta, IIO3BOJIMIIO CO-
30aTh TUIALIAPM [UTS TepareBTHUSCKIX aJlTOPUTMOB.

Mgl ormedaeM, uTo HauboJjiee pacpoCTpaHEHHBIMU
Y TIPABWIBHBIMU METONAMU 1-i1 TMHUM Tepariu SBJISIOTCS
JIOKaJTbHASI 1 IMMYHOTEPAIIKSL, T. €. IV PAHHUX CTIHI OIITH-
MAaJIEHO MCITOJTb30BaTh MECTHYIO TOPMOHAIIBHYIO (cTamust 1A),
KOH(OpMHYIO JTydeBylo (cTamusi 1B) Tepanuio vmm uHTepde-
poHoteparmmio (ctamys 11A). [ist To3mHMx cTamuii 1mejieco-
00pa3HO MPUMEHEHNE MOHOXUMHUOTEPAITUI 1 TAPTETHOM Te-
pammuu (cragus 11B), skcrpakopriopansHoro ¢potodepesa
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B MOHO- WJT1 coueTaHHOM pexxume (ctaaus 111), komouHum-
POBAaHHOTO B pa3HbIX Bapualusx edeHus (ctammst IVA).

B Hemanom mpoieHTe (6osee 12 %) npumeHsiach

cuctreMHast XT ¢ HeOJIaronpusTHbIMU pe3yabTaTaMu,
BKJII0Yas cHmkeHre OB 1 yMeHbIIeHe BpeMeHH 10 Clie-
IyIOIIel TMHUK Tepary. Halm naHHbIe JeMOHCTPHUPYIOT,
YTO HEXMMHUOTEPAIIEBTUICCKIE TTOAXOIbI, TAKME KAaK MH-
TepdepoHOTepaIus, IMO3BOJISIOT TOCTUYh Oojiee 0J1aro-
MIPUSTHBIX KITMHUICCKUX UCXOI0B, YBSIMICHUS 3-JIeTHEH
BCB 1 MenmaHbI BpeMeHH [0 CASAYIOIICH JIMHAN TePaITiu.

Bropas u nocaenyoume TMHUU XapaKTepU3yIOTCs
npeobjagaHueM KOMOMHUPOBAHHBIX CXEM, a TaKXkKe MC-
M0JIb30BAHWEM reMLIMTa0MHA, TAPTETHOU U SMUTeHETUYE-
CKOI1 Teparuu. OTU HaOIIOACHUSI COOTBETCTBYIOT MEXITY-
HApOAHOM KIIMHUYECKOM MPaKTUKE U IIOATBEPXKIAIOT
3HAYMMOCTb IPUMEHEHMUSI TAKUX areHTOB, KaK OpEeHTYK-
cuMab BEIOTUH U TeMUMTA0WH, B OCAEAYIOIINX JIMHUSX
Tepanuu. Haie uccienoBaHue nMpeaocTaBiaseT OCHOBY
IS ONTUMM3AalUKY cTpaTeruii jeyeHust 'M, HanpaBieH-
HbIX Ha yJy4llleHWE pe3yJbTaTOB J€YEHUS.

nwWwTEPATYPA/RETFERENTESCTES

. Kitnnuueckue pekoMmeHaaimu. [puboBuaHbIii Muko3. 2020.
YrBepxkaeHo MunzapaBoM Poccuu. OGiiepoccuiickast oo1ect-
BeHHast opranu3aius «Poccuiickoe 0011eCcTBO 1epPMaTOBEHEPOIIO-
rOB M KOCMETOJIOrOB»; Poccuiickoe mpodeccroHambHoe
00IIeCTBO OHKOTEMATOJIOTOB.

Clinical guidelines. Mycosis fungoides. 2020. Approved by the
Ministry of Health of Russia. All-Russian public organization
“Russian Society of Dermatovenerologists and Cosmetologists”;
Russian professional society of oncohematologists. (In Russ.).

. Olsen E., Whittaker S., Willemze R. et al. Primary cutaneous
lymphoma: recommendations for clinical trial design and staging
update from ISCL, USCLC, and EORTC. Blood 2022;140(5):419—
37. DOI: 10.1182/blood.2021012057

. Kaye EJ., Bunn Jr. PA., Steinberg S.M. et al. A randomized trial
comparing combination electron-beam radiation and chemotherapy
with topical therapy in the initial treatment of mycosis fungoides.
N EnglJ Med 1989;321:1784—90.

DOI: 10.1056/NEJM198912283212603

. Van Doorn R., van Kester M.S., Dijkman R. et al. Oncogenomic
analysis of mycosis fungoides reveals major differences with Sezary
syndrome. Blood 2009;113:127-36.

DOI: 10.1182/blood-2008-04-153031

. Trautinger E, Eder J., Assaf C. et al. European Organisation
for Research and Treatment of Cancer consensus recommendations
for the treatment of mycosis fungoides/Sézary syndrome — Update
2017. Eur J Cancer 2017;77:57-74.

DOI: 10.1016/j.ejca.2017.02.027

. Agar N.S., Wedgeworth E., Crichton S. et al. Survival outcomes
and prognostic factors in mycosis fungoides/Sézary syndrome:
validation of the revised International Society for Cutaneous
Lymphomas/European Organisation for Research and Treatment
of Cancer staging proposal. J Clin Oncol 2010;28:4730-9.

DOI: 10.1200/JC0.2009.27.7665

. Assaf C., Illidge T.M., Waser N. et al. A retrospective chart review
of treatment patterns and overall survival among a cohort of patients
with relapsed/refractory mycosis fungoides in France, Germany,
Italy, Spain and the United Kingdom. Cancers (Basel)
2023;15(23):5669. DOI: 10.3390/cancers15235669

. Kamijo H., Miyagaki T. Mycosis fungoides and Sézary syndrome:
updates and review of current therapy. Curr Treat Options Oncol
2021;22(2):10. DOI: 10.1007/s11864-020-00809-w

. Giordano A., Pagano L. The treatment of advanced-stage mycosis
fungoides and Sezary syndrome: a hematologist’s point of view.
Mediterr J Hematol Infect Dis 2022;14(1):¢2022029.

DOI: 10.4084/MJHI1D.2022.029

10. KybaHnoB A.A., Paxmatynuna M.P., KapamoBa A.9. u ap. Dnume-
MUOJIOTHUECKUE U KIIMHUYECKHE TTapaMeTphl T-KIeTOUHBIX JIUM-
oM koxu (1o naHHbBIM peructpa Poccuiickoro obiiecTBa nepma-
TOBEHEPOJIOrOB U KOCMETOJIOTOB). MeANIIMHCKUE TEXHOIOTUH.
OuieHka u Boioop 2023;(4):10—8.

DOI: 10.17116/medtech20234504110

Kubanov A.A., Rakhmatulina M.R., Karamova A.E. et al.
Epidemiological and clinical parameters of cutaneous T-cell
lymphoma (based on the register of the Russian Society

of Dermatovenerologists and Cosmetologists). Meditsinskie
tekhnologii. Otsenka i vybor = Medical Technologies. Assessment
and Choice 2023;(4):10—8. (In Russ.).

DOI: 10.17116/medtech20234504110

11. Trautinger E., Knobler R., Willemze R. et al. EORTC consensus
recommendations for the treatment of mycosis fungoides/Sézary
syndrome. Eur J Cancer 2006;42:1014—30.

DOI: 10.1016/j.ejca.2006.01.025

12. Latzka J., Assaf C., Bagot M. et al. European Organisation
for Research and Treatment of Cancer consensus recommendations
for the treatment of mycosis fungoides/Sézary syndrome — Update
2023. Eur J Cancer 2023;195:113343.

DOI: 10.1016/j.ejca.2023.113343

13. Hughes C.E, Khot A., McCormack C. et al. Lack of durable disease
control with chemotherapy for mycosis fungoides and Sézary
syndrome: a comparative study of systemic therapy. Blood
2015;125(1):71-81.

DOI: 10.1182/blood-2014-07-588236

14. Topenkosa JI.I', PekukoBa H.B., Mouceesa T.H. u np. T-knerou-
Hble TUM(OMBI KOXU (TPUOOBUIHBIN MUKO3) B MTPAKTUKE reMaTo-
stora. Iematonorust u Tpancdysunomorus 2020;65(S1):133.
Gorenkova L.G., Ryzhikova N.V., Moiseeva T.N. et al. Cutaneous
T-cell lymphomas (mycosis fungoides) in hematological practice.
Gematologiya i transfuziologiya = Hematology and transfusiology
2020;65(S1):133. (In Russ.).

15. Kim Y.H., Tavallaece M., Sundram U. et al. Phase II investigator-
initiated study of brentuximab vedotin in mycosis fungoides
and Sézary syndrome with variable CD30 expression level: a multi-
institution collaborative project. J Clin Oncol 2015;33:3750—8.
DOI: 10.1200/JC0.2014.60.3969

16. Horwitz S.M., Scarisbrick J.J., Dummer R. et al. Randomized
phase 3 ALCANZA study of brentuximab vedotin vs physician’s
choice in cutaneous T-cell lymphoma: final data. Blood Adv
2021;5(23):5098—106. DOI: 10.1182/bloodadvances.2021004710

17. Kim Y.H., Bagot M., Pinter-Brown L. et al. Mogamulizumab versus
vorinostat in previously treated cutaneous T-cell lymphoma

OHROTEMATONOIUA 3’2024 tom 19


https://doi.org/10.17116/medtech20234504110
https://doi.org/10.17116/medtech20234504110

Pepkue n cnoxHble KNMHNYeCKne CNTyayun: ANarHoCTuKa n Bbl60p TaKTUKN nevyeHuna

(MAVORIC): an international, open-label, randomised, controlled 20. Campbell B.A., Scarisbrick J.J., Kim Y.H. et al. Time to next

phase 3 trial. Lancet Oncol 2018;19(9):1192—204. treatment as a meaningful endpoint for trials of primary cutaneous
DOI: 10.1016/S1470-2045(18)30379-6 lymphoma. Cancers 2020;12(8):2311. DOI: 10.3390/cancers12082311
18. De Masson A., Beylot-Barry M., Ram-Wolff C. et al. Allogeneic 21. Assaf C., Waser N., Bagot M. et al. Contemporary treatment
transplantation in advanced cutaneous T-cell lymphomas patterns and response in relapsed/refractory cutaneous T-cell
(CUTALLO): a propensity score matched controlled prospective lymphoma (CTCL) across five European countries. Cancers
study. Lancet 2023;401(10392):1941-50. 2021;14(1):145. DOI: 10.3390/cancers14010145
DOI: 10.1016/S0140-6736(23)00329-X 22. Bagot M., Illidge T., Waser N.A. et al. Survival among a patient
19. Dai J., Duvic M. Cutaneous T-cell lymphoma: current cohort of relapsed/refractory mycosis fungoides in France,
and emerging therapies. Oncology 2023;37:55—62. Germany, Italy, Spain and the United Kingdom. Hematol Oncol
DOI: 10.46883,/2023.25920984 2019;37:485—6.

Bkuag aBropos

JI.T. TopeHKOBa: HEMOCPEACTBEHHBII aBTOP UCCIIEI0OBaHMS, pa3paboTKa UIeH, HAalTMCAaHUE TEKCTa CTaTbhU;
E.E. 3BOHKOB: HayYHO€ KOHCYJIBTUPOBaHNE;

S1.K. Manracaposa, JI.A. Ky3pmuHa, M.A. MO3/I0H: y4aCTHMKH MCCJIEI0BATEILCKOI pabOTHI;
FO.A. YabaeBa, C.M. Ky/IMKOB: CTaTUCTUUECKUIT aHAJTU3;

A.M. KospuruHa, }0.B. Cunoposa: naromoposiornyeckas 1 MoJieKyJIsipHast AMarHOCTUKA.
Authors’ contributions

L.G. Gorenkova: study author, idea development, article writing;

E.E. Zvonkov: scientific consulting;

Ya.K. Mangasarova, L.A. Kuzmina, M.A. Mozdon: participants in the study;

Yu.A. Chabaeva, S.M. Kulikov: statistical analysis;

A.M. Kovrigina, Yu.V. Sidorova: pathomorphological and molecular diagnostics.

ORCID aBtopos / ORCID of authors

JI.T. TopenkoBa / L.G. Gorenkova: https://orcid.org/0000-0002-3967-9183

E.E. 3BonkoB / E.E. Zvonkov: https://orcid.org/0000-0002-2639-7419

SI.K. ManracapoBa / Ya.K. Mangasarova: https://orcid.org/0000-0002-5522-7531
10.A. Yab6aeBa / Yu.A. Chabaeva: https://orcid.org/0000-0001-8044-598X

C.M. Kynuxkos / S.M. Kulikov: https://orcid.org/0000-0002-6288-7570

A.M. Kospuruna / A.M. Kovrigina: https://orcid.org/0000-0002-1082-8659
JILA. Ky3pmuna / L.A. Kuzmina: https://orcid.org/0000-0001-6201-6276

10.B. CumopoBa / Yu.V. Sidorova: https://orcid.org/0000-0003-1936-0084

M.A. Mo3snoH / M.A. Mozdon: https://orcid.org/0009-0008-1358-6203

OHROFEMATONOIUA 3’2024 tom 19

KondumkT unTepecoB. ABTOPHI 3asIBJISIOT 00 OTCYTCTBUU KOH(IUKTA UHTEPECOB.
Conflict of interest. The authors declare no conflict of interest.

®unancupoBanue. VccienoBaHne MpoBeneHO 6€3 CITOHCOPCKOM IMTOIIEPKKHU.
Funding. The study was performed without external funding.

Co0.moeHne NpaB NALMEHTOB M MPABUI OMOITHKH

IIpoTokon wccaenoBaHusT 0OI00PEH KOMUTETOM 1Mo GuoMmeauimHcKoi atnke PI'BY «HanmoHa bHbI METUIIMHCKUI MCCIeI0BaTEeIbCKUI IIEHTP
reMaToyiorun» Munsnpasa Poccun.

Compliance with patient rights and principles of bioethics

The study protocol was approved by the biomedical ethics committee of National Medical Research Center for Hematology, Ministry of Health of Russia.

Crartps nocrymuna: 16.06.2024. Ilpunsra k myommkanun: 22.07.2024. OnyomkoBana onnaiin: 04.09.2024.
Article submitted: 16.06.2024. Accepted for publication: 22.07.2024. Published online: 04.09.2024.


https://orcid.org/0000-0001-8044-598X

