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IprboBMAHbLIM MVKO3 (M) OTHOCUTCA K SNMAEPMOTPOMHBLIM T-KNETOYHbIM TMMAOMaM 1 MO CBOEMY TOSb-
KO KIMMHMYECKOMY MPOSBMNEHNIO 1 TEHEHMIO NpeacTaBneH 6onee 4em 10 noaTMnamu, OAHNM N3 KOTO-

pbIX ABAsSieTCS apuTpoaepmMmyeckad doopma I'M (al'M). [JaHHbIn BapnaHT 60M1E3HN MMEET Pa3BEPHYTYIO
CUMMATOMATWKY B BUAE 3PUTPOAEPMUM U HANTMYUS MHTEHCUMBHOIO KOXKHOIO 3yAa, arpPeCCHBHbIN XxapakTep
Te4YeHus 1 HebNaronpPUATHbIN NPOrHO3. MNPOrHO3 TakXke KOPPENMPYET C BO3PaCTOM, NpeaLleCTBY LM
aHaMHe30M OIUTENBHOro NpremMa CUCTEMHbIX MIIOKOKOPTUKOCTepOoMaHbIX NpenapaToB (TKC), noBbILeH-
HOW aKTMBHOCTbLIO nakTataervaporenassl (J14I) v runepao3nHodunmen.

Jlevenune 'M onpepensgeTcs cTagmeint, COMaTM4eCKMM CTaTyCoM NaurenTa, 1, Kak npasuno, npu al'M
HeoOXOAMMO COYETAHHOE NPUMEHEHME NOTEHUMANbHO 3MEKTMBHbBIX MpenapaToB, OCHOBbIBAACH Ha
naumMeHT-MHaMBMAYyann3rMpoBaHHOM noaxoae. IKCcTpakopnopansHbin dpoTodepes (BKD) aBnsaeTca oaHUM
N3 PEKOMEHOYEMbIX METOOB NEYEHUS, OAHAKO HaUy4LLMe pe3ynbTaTbl AEMOHCTPUPYET NPY CUHAPO-

me Cesapn nnm al'M ¢ nerkemmsaumen. NprmMeHeHne HOBbIX NpenapaToB (MOHOKIOHaNbHbIE aHTUTenNa,
ANUreHeTUYeCKMe areHTbl) B coMeTaHum Unmv nocneaoBaTenbHo C MMMyHOTepanuen sBnseTcs nepcnek-
TVIBHbIM M3yYaeMbIM HanpaeBieHEM, OTKPbIBAIOLLIMM BOSMOXHOCTb YCMELIHOrO Ne4eHs, B TOM Y1cne ans
nauneHToB cTaplue 75 ner.

B nprBeaeHHOM KMMHUYECKOM CryYae y MOXUI0ro nauneHta ¢ 3puTROAEPMUYECKM BapnaHTOM rpnobo-
BMAHOIro MMKo3a 6e3 NekeMmn4ecKoro coctaBa nepudepmryeckomn KpoBmu ¢ MynbTUMOAaNbHbIMK hakTopa-
MW HEBNaronpUATHOro NPOrHo3a, TakMMK Kak BO3pacT, NOBbILeHHasa akTBHoCTb T, aHamHes anu-
TenbHoro HeadekTreHoro nprema IN'KC 1 3031HOUANS, NONHOrO NPOAOIKUTENBHOIrO OTBETa YAanoch
OOCTNYb B pedy/bTate nocneaoBaTenbHON MMMYHOSMMIEHETUYECKOM Tepannmn Npu yooBIETBOPUTENBHOWN
NEePEeHOCUMOCTU NTIEYEHUS N COXPaHEHNSA XOPOLLIErO Ka4ecTBa XXMN3HW OOMbHOro.

Knio4eBble CroBa: rpu6oBuaHbIA MUKO3, apUTpoaepMMYeckas chopMa rpuboBUOHOrO MUKO3a, 3MUreHeTUecKasn Tepanms,
BOPMHOCTAT, pedpakTepHoe TeYeHne, rnepaoaMHOUINS, Tepanus NOXWMbIX NaLMeHTOB, PEMUCCHUS

KOHMAMKT MHTEPECOB: aBTOpbI 3aABMAOT 06 OTCYTCTBUM MOTEHLMANBHOTO KOHMIIMKTA UHTEPECOB, TPpebytoLlero
pacKpbITVSA B AAHHOW CTaTbe.
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TenbHas IMMYHO3MNUreHeTUYecKas Tepanisi SpUTPOAEPMUHECKON hOPMbI rTPMBOBNAHOMO MMKO3a. BecTHMK aepmarono-
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Mucosis fungoidea (MF) belongs to the class of epidermotropic T-cell ymphomas. MF is represented by
over 10 sub-types only in terms of its clinical manifestations, with one of them being erythrodermic MF
(EMF). This disease is characterized by diverse symptomatology in the form of erythroderma and intense
skin itch, aggressive clinical course and unfavorable prognosis. The disease prognosis also correlates
with age, previous history of long-term systemic gluco-corticosteroid treatment (GCS), increased activity
of lactate dehydrogenase (LDH) and hypereosinophilia.

The choice of MF treatment is determined by the disease stage and somatic status of the patient. In EMF,
a therapy combining various effective preparations and taking into account the specifics of the given
case is required. Extracorporeal photopheresis (ECP) is frequently an approach of choice; however, it has
demonstrated the highest efficacy in Sezary disease or in EFM associated with leucemization. Application
of new pharmaceuticals (monoclonal antibodies, epigenetic agents) in combination or in sequence with
immune therapy is a promising direction, particularly for treating patients older than 75 years.

In this paper, we describe the clinical case of an elderly patient suffering from EMF without peripheral
blood leukemia with multimodal factors of unfavorable prognosis, such as age, increased lactate dehy-
drogenase activity, history of prolonged inefficient treatment with gluco-cortecosteroid preparations and
eosinophilia. A long-term positive response to the treatment using sequential immune epigenetic therapy
has not been achieved, although the treatment tolerability and the patient's life quality were satisfactory.

Keywords: mucosis fungoidea, erythrodermic mucosis fungoidea, epigenetic therapy, Vorinostat, refractory disease,
hypereosinophilia, elderly patient therapy, remission
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I Bsepenue

PUB0OBNIOHBLIN MUKO3 SIBNSIETCA CaMOCTOATENbHOMN HO-
30/10rM4eCcKor eguHNLEN U caMbIM pacrnpocTpaHeHHbIM 3a-
6orneBaHveM cpeau BCeX IMMEOM C NepBUYHBLIM Mopaxe-
HVeMm Koxu (6onee 50 %). Bnepsble Kak «MopaxeHne KOXu
HEsICHOM 3TUONOrMM CO CMEPTESbHbIM MCXOLO0M>»OMUCaHo
opaHLy3CcKuM gepmartoniorom AnnéepoMm yxe 6onee OByX
ctonetun Hasag, [1-3].

Cy6cTpaToM onyxonu ABASTCA aTUNUYHble TMMAOoLUn-
Tbl MasnbIX WM cpegHUX pa3mepoB ¢ heHOTUNom T-xen-
nepos.

YHacToTa BO3HMKHOBEHUSI 3a6onesaHnsa npeacrasieHa
LLECTbIO-CEMBIO CIlyHassMN Ha MWIIIMOH HaceneHns B rof
B CLWA [4, 5]. OnugemMuonornyeckne paHHble 4acToTbl
BcTpevaemoctu 'M Ha Tepputopum P® B HacTosiLee Bpe-
MSl HE paccuuTaHbl, 4TO, BEpOsiTHee BCero, 0OyCMnoBMEHO
OTCYTCTBMEM E€LOMHOWN YHYETHOM CUCTeMbl MO perncTpaumm
cnyyaes 3aboneBaHua B MpakTUKe Bpaven gepmarosioru-
YEeCKOro 1 OHKONOrMYeCKOro NPogUs.

Mo paHHbIM HEKOTOPbIX aBTOPCKMX KOMMEKTUBOB,
He WCKM4YeHa BO3MOXHOCTb TeHEeTUYeCcKon npeppac-
MOMIOXEHHOCTU K 3a6ofieBaHuio, Hanpumep npu 65M3Ko-
poOCTBEHHbIX 6pakax y eBpeeB, B TO Xe BpeMs 06Cyxaa-
eTCsl CBA3b Pa3BUTUA 60NE3HN C OJINTENBbHOW aHTUreHHOM
CTUMYNAUMEN, XPOHUYECKMMU 3a60NEBAHUAMWN KOXW, UM-
MyHOCYnpeccuel nocne TpaHCnaaHTaumMm OopraHoBs U T 4.
[6-8, 23]. BmecTe ¢ TeM BO3MOXHaA TpaHcdopmaLlms Xpo-
HMYECKMX AepMaTo30B B rPUGOBUAHBIA MUKO3, HO B 3TOM
cryyYae XpOHWYECKMIn [epmMaTo3 npoTekaeT MHOrMe rofpl,
N XOTS abCOoNOTHOE GONBLUNHCTBO AepMaTtosioros cHMTaeT
MenKoo6NALEeYHbIN naparncopuas XpoHUYEeCKMM Jo6poKa-
YeCTBEHHbIM BOCMaNUTENIbHbIM AEpPMaTo30M, CYyLLEeCTBY-
IOT MHEHWS, YTO MOCAefHUIN MOXET paccMaTpmBaTbCs Kak
HavanbHas cTagus rpuboBMOHOrO MuKo3a [24]. Takxe
naumeHTbl, 3abonesLune rpuboBUOHBIM MUKO30M, UMEDT
MOBbILLEHHbIN PUCK Pas3BUTUS BTOPbIX U 6onee oHKo3abo-
neBaHUn N 4acTo accouMmMpoBaHbl C ApYruMy nMMmaornpo-
nmdepaumnsiMn, TakKMMM Kak numgomMaTtouaHbIi nanynes,
numdpoma XoKKMHa, aHannactTmyeckas KpynHokneToyHas
numdoma [9].

[PUBOBNIOHBLIN MUKO3 WMMEET COOCTBEHHYIO CUCTEMY
CcTagnpoBaHus, NpeasioxXeHHy padoyen rpynnon asTopos
MO M3YYEHWIO KOXHbIX numdom — ISCL/EORTC, npuHumn
KOTOpPOM OCHOBaH Ha Xxapaktepe, 06beMe KOXHOro rnopa-
XEHVA W HanmM4mmn cneumdryeckoro nopaxeHus numda-
TNYECKUX Y310B, BHYTPEHHNX OpPraHoB 1 nepudepnyeckomn
kpoeu [10]. OpuTtpodepmuyeckaa dopma M oTHOCUTCA
K No3gHuM ctaguam 3abonesanus (T4, lI-1V).

BHewHne nposiBneHus 3aboneBaHusa LUMPOKOBapua-
6enbHbl, YTO NoATBEPXAAET Hanu4ume 6onee 10 oToenbHO
BbIAENEHHbIX KIIMHUYeCKMX BapuaHToB 6one3Hn. OgHako
Yalle BCTpeyYaeMoW ABNSeTCs Tak HasblBaemasi Knaccu-
Yyeckasi popma, npu KOTOPOM o4varu npencraBrieHbl NAT-
HamMu, 6nAWKaMn UM onyxonsamMu, opmMupys nporpa-
OWEHTHYI0 CTaMMHOCTb — MoCnefoBaTeNbHbIM nepexon
NATHA B GNSLLEYHbIA 3IEMEHT U B OMYXOSieBbIA KOXHbIN
y3en. dputpogepmuyeckas copmMa rpruboBMAHONO MU-
Ko3a — OJHO W3 MNposiIBIeHUA 60ne3Hu B BUAE pas3Bu-
TMa sputpoaepmun 6onblie 80 % KOXu Tena, kotopas
MOXeT pas3BMBaTbCsl BCNEACTBUE OIMTENbHOIrO Te4YeHus
3a6oneBaHnsi Mpu OTCYTCTBMM afeKBaTHOro JieyeHus
UM MPOTMBOOMNYXONEBOro OTBeTa Ha cneuuduryeckyo
Tepanuio. [laHHble (hopMbl ABMAIOTCA JOCTATOYHO peaKuMm
fIBleHNeM — MO AaHHbIM KPYMHOro MCCcrnenoBaHus, rae
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6b1nn n3yyeHbl 1197 nauneHtos ¢ F'M/CC, Tonbko y 1,5 %
60/bHbIX onucaH apuTpogepmmyeckuii 'M [11]. OpgHako
NposiIBNEeHNs B BUAE 3PUTPOAEPMUN MOTYT BbITb KIMHMYE-
CKMM cumMnToMOM cuHgpomMa Cesapu npu Knaccuyeckom
TeYeHUU, IPUTPOAEPMUYECKOrO BapuaHTa rpuboBmMaHOro
MUKO3a 60 NPOsIBNIEHMEM HEOMyXoneBbIX AepMaTo30B,
Ccpeav KOTopbIX — rcopuaTnyeckas apuTpoaepMus, CUH-
OpOM nceBaonMMAOMbI UNW Apyrne apuTpogepMum, Bbl-
3BaHHble NIeKapCTBEHHbIMU NpenapaTtamu, 3K3eMaTo3Has
3PUTPOLEPMUS, SPUTPOAEPMUS NPN aKTUHUYECKOM pPeTu-
Kynovge. KpariHe BaxXHOM 1 TpyaHou sasnsfeTca avdde-
peHuManbHaa guMarHoctTuka Mexgy 3TUMU COCTOSHUSAMM,
OCOBGEHHO NpW OTCYTCTBMM TLLATENIbHO COOPaHHOro aHa-
MHe3a MPOoSIBIIEHNsI KOXHbIX UBMEHEHWIA, TaK Kak CUHOPOM
Cesapu 1 rpuboBNIHbIA MUKO3 B HacToslLLiee BpeMs sB-
NAITCA pasHbIMU HO3050rMYeckMMn popmamm T-KneTou-
HbIX NMMEOM, 4TO 6bINIO [OKA3aHO NPY MPOBEAEHUN UM-
MYHOMEHOTUMNYECKOTrO U FEHETUYECKOro UccnefoBaHui.
Cy6ctpatom cuHgpoma Ce3apu IBRSIIOTCS OMyXoneBble
LeHTpanbHble Knetku namatu, npu MM — adpcekTopHble
KNeTKM NamsTh, KOTOpble COOTBETCTBEHHO MMEIOT pasHbIn
npocunb akcnpeccun reHos [1-3, 12-14]. DpuTpogep-
MUA B COYETaHUW C reHepanvsoBaHHOW NumMmdapeHona-
TUEN U HalMyYMeM B KPOBW LUPKYNMPYIOLLMX OrMyxore-
BbIX T-numdoumnTtoB (knetok Cezapu) >1000 kneTok/mm?®
6e3 npeflecTByowero aHamHesa 'M cBugeTencTByeT
B nonb3y cuHgpoma Cesapu (CC). Ecnv nepBoHavanbHo
6b1n guarHoctuposaH I'M, a 3aTeMm BbISIBNIEHO BOBJleYeHMe
nepudepmnyeckor Kposu n/unm nMMdoy3nos — pedb nget
0 reHepanusaumm 3abonesaHus.

Bepudmkaumsa gmnarHosa M ocHoBaHa Ha KiMHWYe-
CKOW KapTuHe, TeyeHun 60ne3Hu, OaHHbIX rMcTosornye-
CKOro uccnegosaHus, Npyu KOTOPOM onpefenseTca natTepH
NOBEPXHOCTHOIO MepuBacKynApHOro gepMatuta — anu-
OepMoTponuaM,  OpMUpPOBaHME  MOSMIOCOBUOHOINO  UH-
dunsTparta B BEpXHUX OTAeNnax gepMbl 3a cHeT aTUnmyHbIX
MMAOUNTOB Manoro/cpegHero pasmepa C KOHBasltOHT-
HbIMU sapamu, opmupoBaHne Mukpoabceueccos MoTpue
B anuaepmuce, ranonmmdounTsl, pasMepbl IMMgoLmnTos
B anuaepmMuce 60sbLue, YeM B AepMe a TakxXe BblsiBreHve
KIOHarnbLHON peapaHXMpOBKU reHoB 6eTa- 1 ramma-uenmu
T-kneto4Horo peuentopa metogom lMNLP. VIHTepecHbIM 5B-
naetcsa akT, 4To Y 63 % naumeHToB C SpUTPOLAEPMUYECKN-
Mun cbopmamm TM/CC BbISIBNSETCA KNoHaNbHaA KCnaHcus
nmmcoumToB B Koxe [11].

Ponb MMMYHOrMCTOXMMUYECKOrO UccrefoBaHus, 0co-
6€HHO Ha paHHUX cTagmsax, ABMAAETCA [OCTATOYHO CMOPHBLIM
MOMEHTOM W 3a4aCTyl0 MOXET TOSNbKO YCIOXHUTb UHTEp-
npetaumio pesynsTatoB npu nposefeHun guddepeHum-
anbHOW [OMarHoCTUKU C APYrMMy  OepmaTtosnorn4eckumm
3abonesaHnaMu [23, 29]. HemanoBaXHbIMW ABAAIOTCS pa-
60Tbl MOCneaHMX NeT O MOBbILWEHHOW akcnpeccun STAT4
B paHHuUX ctagmax M no cpaBHEHMIO C KOXel 3[0POBbIX
VL M NaumMeHToB, cTpajaroLLmx 6sLWeYHbIM napancopua-
30M, onpegensemMbiM metogom lMNLP [28].

Heocnopuma HeobxogumocTb nposefeHuns UIMX npu
6nsweYHon u onyxoneson crtagusax M — onyxonesble
KNEeTKN MMeIoT heHoTun 3penbix T-MMMAOUMTOB NamsaTu
(bF1+*CD3*CD4*CD45R0O*CD8"), a Takxe Ans WUCKIo4e-
Hus TpaHcopmaumm M B KPYMHOKNETOUHYIO NTMMAOMY,
B 4aCTHOCTW MO HanMyMio 3KCMNpeccun akTUBaLMOHHOMO
aHTureHa CD30 B B1ae MeM6paHHOro OKpalunMBaHus U 06-
pasoBaHua dot-like peakumn 6onee 4em B 25 % KPYMHbIX
KNEeTOK C aHannacTudeckon mopcponoruen [15, 27].
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TepaneBTu4yeckme noaxofdpl ABAAIOTCA CTaQUMHO 06-
OCHOBaHHbIMU. Tak, ans paHHux ¢opm (I-IIA) ycnewHo
NpYMeHnMa nokasnbHasa HapyxHas Tepanus. PHEKTUBHO
HanpaBneHHoe nedeHne no3gHux dopm (IIB-IVB) nmeer
nMbo CO4YeTaHHOe BO3OENCTBME MMMYyHOGOTOTEpPANK,
XMMNOTEpaneBTUHECKNX areHToB B MOHOpexXume, nnéo
NPUMEHEHNE 3NUreHeTUYECKMX npenapaToB (MHrMOUTOPBI
ructoHgeauetunas) [16].

B cnyyae asputpomepmunyecknx copm M cornacHo
pekomeHgauuam USCLC npuMmeHuMbl MeTonbl NeYeHus,
OOHVM W3 OCHOBHbIX MPUHLMMOB KOTOPbIX ABASETCA WUM-
MyHOTepanusi, HanpaBsfieHHas Ha NoffepXaHue u ackana-
LMIO MIMMYHHOIO OTBETA, @ UMEHHO, 3KCTPaKoprnopasbHbIn
hoTodpbepes, 065yHEHNE KOXM ObICTPbIMW 3NIEKTPOHAMMU,
npenapatbl UHTepdepoHa-anbda U peTMHoOMnabl, BOPUHO-
ctat. Heo6xoomMmMo npuaepXuBaTbCsi Kak MOXHO 6onee
OTCPOYEHHOr0 MCNOMNb30BaHUA XxumuoTepanuun. V3asecTHo,
4YTO XMMMOTEpanus Kak nepeas nuHuaA nedvexuns allM acco-
UMMpoBaHa C BbICOKUM PUCKOM CMEPTU N HEI(DEKTUBHO-
CTbiO NTEYEHNs OaHHbIX BapMaHTOB 3abonesaHus [17, 18].

OkcTpakopnopanbHbein otoceped onobpeH FDA ans
nevernna TM/CC B 1988 rogy, meguaHa obliero oreeta
1 NONMHOM pemumccum coctasnsaeT 63 n 20 % COOTBETCTBEHHO.
OpHako M3BECTHO, YTO AaHHbI METOL, UMEET BOSIbLLYIO 3gh-
(heKTUBHOCTb B crny4dae nemkemmyeckmx dopm MM, Tak kak
OTBET MO KPOBU JOCTUraeTcs ObICTPeE 1 MMEET bornee anu-
TenbHY0 NPOAOIKUTESIBHOCTb, YEM MO KOXE, B CBA3UN C YeM
OK® He aBnsieTcst o6s3aTenbHON onument nevenns allM 6e3
NevkeMn4ecKoro coctasa nepudepuyeckorn kposu [19].

OnureHetTnyeckas Tepanua C MPUMEHEHUEM WHIMU-
6éuTopa rucTtoHgeaumMTunas (BOPMHOCTAT) MCMONb3yeTcs
¢ 2006 roga B fie4eHnM KOXHbIX T-KNeTo4HbIX numdom. No-
cpenctBoM uHrnbmposanus HDAC BopuHOCTaT nNpvBOaWT
K HaKOMMEHUO aueTWrbHbIX FPynn, U3MEHEHUIO 3KCrpec-
CUM TEHOB N aKTMBHOCTM 6EfIKOBOrO CUHTEe3a, akTusauus
Xe TPaHCKpUMNuMn B OMNyXONIeBON KNEeTKe BbI3biBAET OCTa-
HOBKY KINIETO4YHOIO LiMKa 1 1x anonTtoa.

Tpetbss paza wmccneposaHns MAVORIC, B koTtopom
npovsBefeHa oueHka 9PPEKTUBHOCTU NMPUMEHEHUSA LaH-
Horo npenapara Ha 186 naumeHTax (KpuTepuu oTBeTa Ha
Tepanuio OLEHMBANNCh Kak Mo KOXe, Tak 1 Nno Apyrum Bo-
BfIe4€HHbIM 30HaM, B TOM Y/CIIE MO KPOBU U/UNN KOCTHOMY
MO3ry), nokasana mMeavaHy BbDKMBAEMOCTU 6€3 COObITUN
3,1 Mecsua y naumeHToB ¢ pedpakTepHbiMm chopmamm MM/
CC kaK MMHMMYM Mocne Tpex NMHWA MNpenLlecTBYOLLEN
Tepanuu [20]. CoobLueHus o BbigeneHum allM de novo ans
OLEHKN 3(PEKTMBHOCTM BOpMHOCTaTa B JOCTYMHOW Ham
nuTepaType He BCTpeyanochb.

MporHo3 1 MegmaHa BbXMBAEMOCTU NPU SPUTPOJEPMU-
yeckom 'M xyxe, 4em npwu knaccuyeckon cpopme. Tak, me-
nnaHa o6bLLUen BbKMBAEMOCTM cocTaBnseT 5,1 ropa, a 06-
Las natn- 1 OecaTuneTHAA BbDKMBAeMOCTb cocTasnseT 51
n 19 % COOTBETCTBEHHO. 3HA4YUMbIMW MPOrHOCTUHECKMMMU
hakTOpamMu ABNAIOTCSH BO3PACT M aKTUBHOCTb lakTaTtaerng-
poreHasbl, a Takxe, N0 HEeKOTOPbIM AaHHbIM, AMTeSbHoe
NPUMEHEHNE CUCTEMHBIX [TIFOKOKOPTUKOCTEPOMAOB W -
nepaoanHocunua B nepudepunyeckon kposm [11, 21, 22].

Takum o6pasom, aputpogepmudeckuii M de novo
SIBNAETCA KpanHe penkon KIIMHUYECKOW (HhOPMON, 3Hauun-
MO OTSArOLLEHHON CHWXEHWEM Ka4decTBa >XW3HW naumeHTa
3a CHYeT My4YUTENIbHOro 3yAa U BTOPUYHBIX MHAEKLMOHHBLIX
NOpaxKeHWin, TPYOHOCTbIO ANAarHOCTUKM, HE6NAronpUATHbLIM
NMPOrHO30M, YacTO pedpaKkTepPHbIM TE4YEHMEM B peaynbTaTte
HECKONMbKMX NIMHWIA Tepanuu.

KnuHu4eckuii npumep

Mbl  npuvBOOMM  OMUCaHME KIMHUYECKOrO  Ccry4yas
yCMeLwHon nocnefoBateslbHoM MMMYHO3MUIeHEeTUYECKOM
Tepanuu Npu pe3anCTEHTHOM TeYEHUN SPUTPOLEPMUNYECKON
hopMbl FPUBOBUAHOIO MUKO3a.

MaumeHTt B., 1938 r. p., BNepBble NBMEHEHUS Ha KOXe
B BUOE NOSBNEHUS PacnpOCTPaHEHHOM CbIMU C BbIPAXKEH-
HbIM 3Y[IOM U MOKPaCHEHMEM KOXHbIX MOKPOBOB Tyf0BMLLA
otmeTun B 2010 rogy. C npeanonoXuTenbHbIMU AnMarHo-
3aMu (39K3ema, TOKCUKOOepMus, ncopuasd) Habniogancs
y gepmaTtornora v nosiydan CMMMTOMatu4ecKyto Tepanuio,
B TOM YMCNE aHTUTUCTaMWHHbIE NpenapaTbl, AE3UHTOKCU-
KaLMOHHYI0 Tepanuio (NapeHTepasnbHoe BBEAEHNE PacTBO-
pa rfoKo3bl, renaTonpoTeEKTOPbI), HapyXHyL Tepanuio
IMIOKOKOPTUKOCTEPOUAHBIMU Ma3siMn AnuTeNnbHo. B knu-
HNYECKOM aHanmnae KpoBW MpakTU4eCckn ¢ MOMEHTa MnosiB-
JIEHUA KOXHbIX U3MEHEHUI 06HapPY>XMBaNocb abCoOMOTHOE
NoBbILLEHNE KoInYecTBa 303MHOUIOB Ao 22 %. U3 conyT-
cTBytoLmx 3aboneannii — MIBC, cTeHokapams Hanpse-
Husa OK I, runeptoHnyeckas 6onesHsb I, gucknHesns xen-
YeBbIBOAALLMX NYTEN B AETCKOM BO3pacTe.

B pesynstate nNpoBOAMMON Tepanuu oTMedancs, kak
npaBuno, O4YeHb KPaTKOBPEMEHHbIA M HEMOSHbIA OTBET,
npouecc npogosmkan nporpeccuposatb B Buae nosiere-
HWEe HOBbIX BbICbINaHWU 1 HOPMUPOBAHUSA SPUTPOLEPMUM,
VUCTOHYEHUA KOXMW, YBENNYEHUS WHTEHCUBHOCTWU 3yda.
BnepBble 6MONCUMA KOXW U pernoHapHoro nmmdoyana
BbINOMTHEHA Yepe3 LWeCTb fleT ¢ MOMEeHTa MOosIBNEeHUs nep-
BbIX MPU3HAKOB 6OME3HW, MO AaHHbIM TMCTONOrM4EeCcKoro
McCneaoBaHns BbIsIBNEHbI NPU3HAKW ruvnep- 1 napakepa-
TO3a, B COCOYKOBOM CJlI0€ AepMbl MYCTON MHMNLTpaT 13
NMMEOLMNTOB PasfnyHbIX pa3MepoB, B TOM YUCTe NPUCYT-
CTBOBaNU mMasble TMMAOLNTBI C HECKOSbKO HENpaBuiibHOM
dopmbl agpamu. Takum o6pasom, Mopdonornyeckas kap-
TUHa € 60MbLLEN CTENEHbI0 BEPOSATHOCTM COOTBETCTBOBANA
3NUAEPMOTPOMHON MMMAOME KOXM, OOHAKO ObINo BbIMNOS-
HEHO MMMYHOrMCTOXMMUYECKOE UCCNedoBaHne: B KneTkax
numdoungHoro psga otMmedanacbh akcnpeccusi CD3, CD5,
CD2, CD4 c npumecbto CD8, ypoBeHb nponvdepaTvBHON
akTnBHOCTU (MHAekc Ki-67) HM3kuiA. OaHHble pe3ynbratbl
ObINN MHTEPNPETUPOBAHbI KakK JIMXEHOWOHbIV OepMaTuT.
B numdartmnyeckom ysne — Hecneumduyeckas KapTuHa
JepmartonaTtuyeckoro numdageHuTa.

MauneHTy O6blna npodormKeHa cuMaToMaTuyeckas
Tepanus U Ha4yaTo npumeHeHue cuctemHblix TKC B pose
5 Mr B NOCTOSIHHOM peXuMe, 4TO Croco6CTBOBaNO Mu-
HUMasIbHOMY YNyYLUEeHUIO B BUAE YaCTUYHOW perpeccumn
apuTpogepmun, 3y coxpansncs. OgHako Yepesd 2—-3 me-
csla — BblpaXeHHasa oTpuuaTenbHas AnMHamMuKa B Buae
BO3BpaTa apuTpoaepMumn, cKopmaLmi Bcnegctene My4m-
TenbHOro 3ypaa.

BrnepBble C [OaHHOM KIIMHWYECKON KapTUHOW 605b-
Hon obpatuncsa B ®IBY «HMWL, rematonorun» B anpene
2016 roga (puc. 1 a—B), MOBTOPHO BbIMOSIHEHA 6GMONCUs
KOXW: runepnapakeparos, MUHUMasbHble NMPU3HaKK 3Mu-
0epMoTponuama, B BEPXHUX OTAefiax gepMbl pbIXsbii Mo-
NIOCOBUOHBIA NNUMONAHBIN UHPUMLTPAT U3 HEOOMbLLMX
KNETOK C LepebpudopMHbIMKU agpamn (puc. 2 a, 6). Mo
OaHHbIM MOMEKYNAPHO-reHETUYECKOro UCCNefoBaHns OT-
CyTCTBOBAasM MOHOKI/IOHasbHbIE MWKM MO reHam ramma-Le-
N1, HO BbISIBSIEHA KIOHAasbHas peapaH>XupoBKa reHoB Mo
6eTa-uenn T-KNeTo4Horo peuentopa. Taknum o6pasom, Ha
OCHOBaHWUN KIIMHUYECKOW KapTUHbI, XapakKTepHOro narrep-
Ha NpuY rUCTONOrMYECKOM WCCNEeAoBaHUN, MOSEKYNSAPHO-
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Puc. 1. BHeLHWIA BUA NaLyueHTa Ha MOMEHT BepucuKaLmmu anarHo3a
Fig. 1. Appearance of the patient at the time of diagnosis

Puc. 2. Tuctonornyeckoe 1ccneaoBaxue buontara Koxu, yenudeHne x50: a) anuaepMoTponuam, MukpoabeLieccs! fotpue; 6) NoN0COBMAHBIA nponndepar U3 NuMoLuTos
Manoro/cpeaHero pasmepa ¢ KOHBAOHTHBIMIA SApaMu
Fig. 2. Histological examination of skin biopsies, magn. x50: a) epidermotropism, Pautrier micro-abscesses; 6) band-shaped proliferates of small/medium-sized lymphocytes
with convoluted nuclei

reHeTM4eCcKoro MccnefoBaHna BepuduUMpPOBaH AMarHo3:
rprb6oBUAHBIA MUKO3, apuUTpodepMmn4eckas popma.

Ona ucknioYeHns nemkemMmusaumm BbINOSIHEHO TUCTO-
NIOrnyecKoe U MOMNEKYNAPHO-TeHeTUYECKOe WCCrefoBaHmne
KOCTHOFO MO3ra — MPU3HAKOB MOPaXKEHUS HE BbISBIIEHO,
a Takxe MMMYyHoheHoTUNMpoBaHe nMMounToB nepude-
PUYECKOWM KPOBU, B KOTOPOM TakXe He 06Hapy>XeHo rnonyns-
umun T-KneTok ¢ abeppaHTHbIM PEHOTUMNOM. B KnnHn4eckom
aHanun3e KpoBW Ha MOMEHT NEPBNHYHOMO 06paLLEeHNs — runep-
303nHOOUNINA 26 %. Takum ob6pasoMm, NaumeHTy yTo4YHeHa
ctagmns 3abonesanus — lIIA (T4ANOMOBO) v HavaTa Tepanus
nepBon NMHUKM NpenaparaMmu UHTepgepoHa-anbpa B CTaH-
JapTHbIX gosax. [locne Tpex mMecsiLeB UMMyHOTepanum oT-
Meuvanacb NofoXuTenbHas AMHaMMKa B BMAeE YaCcTUYHOM pe-
rpeccumn apuTPoOAEepPMUN, OQHAKO COXPAHSANCS UHTEHCUBHBIN
KOXHbIN 3YA, B KIMIMHWYECKOM aHanuae KpoBu — rmrnepaosn-
HOOUIUA 26 %. YUnTbIBaA YaCTUYHbLIN NMPOTUBOOMYXONEBbIN

W BecTHuK gepmaronoruv n BeHeponoruun. 2018;94(3):77-84

apdheKT, naumeHTy HavaTa KOMOMHMPOBAHHAA UMMYHOLU-
TocTaTMyeckas Tepanus — yBenvyeHne [o3bl Npenaparos
MHTepdepoHa-ansa Ao 6 MrnH EQ B cyTkM 1 Havano npue-
Ma MeToTpeKkcaTa rnepopansHo B fo3e 25 Mr B Hefeno. He-
pes LeCTb MeCcsLEeB CO4ETAHHOWN Tepanuu npyu KOHTPOIbHOM
BM3UTE OTMeYanacb ctabunmzauus 3aboneBaHusi B BUAE
MNCHE3HOBEHMSA KOXHbIX MPOSIBIEHNA, OJHAKO COXPaHsCs
My4YMTESIbHBIN KOXHBIN 3yA, B KIIMHUYECKOM aHanmnae Kpo-
BW KONNYECTBO 303MHOUNOB 14 %. CTOUT OTMETUTb, YTO
60MbHOM OTMeYasn [OCTaTO4HO TSXKENyl MepeHOCUMOCTb
Tepanuu B BUAE CHWXeHus Macchbl Tena Ha 10 kr, cnabo-
CTW, HapyLUeHNs cHa 1 pernpeccuun. Takum o6pasom, y4u-
TbiBasl BbILLEONMUCAHHbIE ABMEHUSA, PELLUEeHO OblT0 CMEHUTb
CXeMy Tepanuu: OTMEHeHbl npenapaTbl MHTepdepoHa-asb-
da n manble [o3bl MeToTpekcaTa U Ha3HayYeH BOpuHocTar
B fo3e 400 Mr BHYTpb exefHeBHO. Hepes ABa mecsua npu-
ema BOpuHOCTaTa MpWv KOHTPOSIbHOM BW3WTE: MOJIHOCTLIO
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perpeccupoBan 3ya 1 aputpofepMus (puc. 3 a—B), B KIUHW-
YeCKOM aHanm3e KpoBu — 303MHOMUIbI 5 Y%, KOHLEeHTpauums
J1OI 234 E/n, 4TO COOTBETCTBYET HOPMasIbHbIM 3HAYEHUSIM.
MepeHocMMOCTb NpenapaTa yaoBneTBopuUTenbHas, oTMe4a-
nacb TPOMOOLIMTOMNEHNS 2-1 cTeneHn 6e3 remopparmy4ecko-
ro cuHgpoma.

Ha mMomeHT ny6nukauum B TedeHne 12 mecsuesB npo-
JOrmKaeTcs anureHeTuyeckas Tepanus, coxpaHseTcs Mnos-
Hasi KIWMHWKO-remartosiornyeckass pemuccust (oTcyTcTBue
apuTpodepmMun 1 3yaa, dopmyna nepudepu4eckon Kpo-
BW B npefenax HopMalbHbIX 3HAYEHWI) C XOpOLUMM Kadye-
CTBOM XXW3HWM naumeHTa (BOCCTAHOBMEHME CTabWUIbHOIO
Beca, afileKBaTHble M3NYHECKNE Harpy3Knm — CnopTMBHAs
xoap6a, KaTaHue Ha Nbhkax, YTPEeHHsAst ’MMHacTUKa).

06cyxpeHue

Oputpodepmmyeckas dopma rpréoBMOHOMO MUKO3a
SIBNAETCA PEOKMM BapuaHTOM 3NUOEePMOTPOMHbIX KOXHbIX
T-KNeTo4HbIX NIMMAOM, YTO cocTaBnseT He 6onee 1,5 % (He
BK/OYasa cnyyan cuHgpoma Cesapwu). [marHocTrka aput-

Puc. 3. BHeLHWIA BUA NaLyeHTa nocie AByx MecsLeB Tepaniu BOPUHOCTATOM
Fig. 3. Appearance of the patient following a two-month therapy with Vorinostat

pPOAEPMUUN Kak BMepBble BbIABIEHHOrO COCTOSIHUSA COCTaB-
naet 6onbLuylo npobnemMy Ana avddepeHumnansHon ava-
FHOCTMKN C HEOMYyXONEeBbIMW COCTOSIHUSAIMM, B TOM 4ucne
C 006pOKaYeCTBEHHbIMM BOCMANMTENbHBIMY AEPMATO3aMMU,
XapaKkTepuayloLLmMecs apuTpogepMuent (Hanpumep, akTu-
HUYECKUI PETUKYNOWA WU CUHAPOM JIEKAPCTBEHHO-MHAY-
LMPOBaHHOW NCeBAONMMMMOMbI), KOTOPbIE XapaKTepuayroT-
€A OTCYTCTBMEM KIIOHANbHOW peapaHXupoBku 6eTa-uenm
T-KNeTo4HOro peLienTopa n 0TCyTCTBUEM CBSA3M C MPUEMOM
npenapaTta nM60 MOBbLILUEHHON 4YyBCTBUTEILHOCTU KOXMW
K BUOMMOMY MW yNbTpadnoneToBoMy CNeKTpy U3nyyeHns,
TaKXxe C NCopnaTUHecKor 1 3K3eMaTo3HOM IPUTPOAEPMUN,
KOTOpble MOXHO oTAnddepeHUMpoBaTe N0 TUMUYHONW TU-
CTONOrM4YeCcKon KapTuHe.

BbinonHeHve 6uoncMmM nomoraetr B 3HAYUTENIbLHOM
6OMbLUMHCTBE CryyYaeB o6ner4yntb BepnudmnKaLmo gnarHo-
3a, TakK Kak xapaktepHas rmcronormyeckas KkaptmHa 3a6o-
neBaHusi, o/B-eHoTMN ONyXoneBbiX KMNETOK U BbIIBNEHNE
KNOHAasIbHOW peapaH>XMPOBKW reHoB T-KNeTo4YHOro peuen-
TOpa B COBOKYMHOCTM MO3BOMSAT NOATBEPAUTL HO30MOMM-
Yyeckyto hopmy 3abonesaHus.

CraHpapTbl TepaneBTuyeckmx nogxogos al'M B HacTo-
sllee Bpemsi He pas3paboTaHbl, Yalle BCero npumMeHUMbl
HexummnoTepaneBTUYECKME CTpaTerMm, Takme Kak aKcTpa-
KopnopasbHbIi hoTodhepes, MMMYHO- 1 aNUreHeTn4ecKas
Tepanusa. OpgHaKo, kak MoKas3aHO B OOHOM M3 KPYMHbIX
CpaBHWUTENbHOM WUCCIIE[OBaHUN, NMPUMEHEHNE BOPUHOCTA-
Ta B MOHOPEXWMe MoKasblBaeT HeyOoB/EeTBOPUTESNIbHbIE
pes3yneTatbl, Y4TO AWMKTYeT Heo6XO0OAMMOCTb COYETaHHOro
NPUMEHEHNsT NOoTeHUManbHO 3MEKTUBHBIX NpenapaTos,
OCHOBbIBafACb Ha MauUMEHT-UHAMBMAYaNTU3NPOBAHHOM Moa-
xofe.

[MporHo3 npu al'M KoppenupyeT ¢ BO3pacToMm, npefLue-
CTBYIOLLMM aHaMHe30M anuTensHoro npuema MKC, nosbl-
LLIEHHOM KoHUeHTpauwmer JIOI 1, No AaHHbIM HEKOTOPbIX aB-
TOPOB, TUMNEeP303VHOUIINEN, YTO HA6NAAN0Ch B HALLEM
npencTaBneHHOM OnMcaHun.

B OaHHOM KNMHW4YecKOM criydae y naumeHTa ¢ pepko
N CIIOXHO AMarHOCTUPYeMOW 3pUTPOAEPMUYECKON hop-
MOW rpvbOBMOHOMO MWKO3a 6e3 BOBJEYeHUs nepudepu-
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YeCKOM KpPOBWM WM KOCTHOMO MO3ra npoAeMOHCTpupoBaHa
CXeMa CO4YeTaHHOM YCMEewHON WMMYHO3MUIreHeTUHECKON
Tepanuu: pauuoHanibHOe MCMOoSIb30BaHUE B MEpBON MHUK
neyeHnss MMMyHOTepanuu, Kotopasi no3sonuia [obutbcs
4YaCTUYHOro CTabusibHOro adhdekta Mo Koxe, HO He NpuBe-
110 K YMEHbLLEHWIO 3yAa U CHUXEHUIO KONMU4YecTBa 303UHO-
dunos B nepudepruHeckon KpoBu. YBenNu4eHne xe O03bl
npenapaToB uHTepdepoHa-anba n gobdasneHve Masbix
003 MeToTpekcata He MO3BONUMO MOMy4YnTb AanbHelLlee
yBenNu4eHne rnyouHbl NPOTUBOOMYXONEeBOro oTBeTa, odHa-
KO COMPOBOXAaN0Ch TSHXKENON COMATUHECKOM NepeHOCUMO-
CTblO M 3HAYMMbIM CHUXXEHMEM KayecTBa XXU3HU naumeHTa.
OpHako fo6aBneHne anMreHeTU4ecKor Tepanum ¢ OTMEHOMN
NpeaLwecTByoLLEeNn KOMOUHUPOBAHHOM CXEMbI JlIeHeHUs NO3-
BOMUIIO B KOPOTKMIA MPOMEXYTOK BpPEMEHU O0OUTHLCA MOf-
HOW perpeccun My4uTenbHOro 3yga v SpUTPOLAepMUN Mpn
XOpOLLIEr NEPEHOCUMOCTM Npenaparta 1 B TedeHue nepuoaa
HabnoaeHus 12 MecsiLeB — COXpaHeHus MOSIHOM peMmUccun
3ab60neBaHnss ¢ BO30OHOBIEHMEM U COXpPaHEHMEeM MOSIHO-
LEHHOW aKTMBHOW XM3HU Y NOXWUSIOro naumeHTa ¢ nepBuU4HO

petbpakTepHONn IPUTPOLAEPMUHECKON CHOPMON rpnboBmna-
Horo mumkosa. CornacHo uccnegoBaHusaM 3(EKTUBHOCTb
BOpUHOCTaTa MPOAEMOHCTPMPOBaHa Yy MauMeHToB, paHee
PE3NCTEHTHBIX K MHOTMM BUAAM Jie4eHnsi, YTO, BO3MOXHO,
OOBLACHAETCA OTCYTCTBMEM MEPEKPECTHOM PE3NUCTEHTHOCTU
1 He3aBMCMMOCTbLIO NMPOTMBOOMYXONEBOro AeNCTBUS npena-
pata oT 3(PPEKTUBHOCTM NpenLIecTBYOLLEro fieveHus [25].
Takxe onbITbl in Vvitro nokasanu, 410 MHrnoutopel HDAC
OENCTBYIOT CUHEPrMYHO C peTuHoudamu, ynstpaduoneto-
BbIM 065Ty4YeHreM, MHTepepoHOM [26].

3aknioyenue

B Hallem KnMHU4ecKoM onucaHuu npogeMOHCTpUpOBa-
HO, YTO BbIGpaHHas nocnegoBartesibHas TakTMka MMMYHOSMN-
reHeTUYeCcKoM Tepanuu Mno3Bonuna [OOUTbCA AOCTUKEHWUS
MOSTHOrO  KIIMHUYECKOro oTBeTa Yy 6O0MbHOr0 cTapluen BO3-
pacTHOW rpynmbl C ANUTESNbHBIM UHBAMUAN3NPYHOLLMM Xapak-
TEPOM TeYEeHUs1 IPUTPOAEPMUNHECKON (hOPMbI rPUGOBUAHOIO
MMKO3a NOCHe HECKOSBbKUX NET 6e3yCreLLHon Tepanim, B TOM
umcrne rnokokopTukocTeponaHbimm ropmoHavt. [l
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