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PE®EPAT

Sputpogepmmnyeckas opma rpnbéoBnagHoOro mmkosa (3rM)
ABNSAETCA aTUMNYHONM TSXENOoM hopMoi 3aboneBaHna 1 pas-
BMBAeETCH Npu AUTENbHOM, HE NOoAAaloLeMcs Tepanum Te-
yeHun. KnnuHndeckn M nposBnaeTca reHepanm3oBaHHbIM
NopaxeHNneM KOXHOIO MOKPOBa C CUHIOLIHBIM OTTEHKOM,
CUMbHbIM 3YAOM, PeakTMBHOW NumdageHonatnen, sHauu-
TeNbHbIM yXyALIEHNEM KadecTBa XW3HW. [na npoBeaeHus
anpdepeHumanbHON AMarHOCTUKU PasnyHbIX OpM 3pu-
TPOAEPMUN MPEASIOXKEH anroput™M obcnenoBaHna. B ctatbe
NPUBOANTCS OMMCaHWe KIMHM4Yeckoro HabnwogeHus OIM B
pesynbtate MporpeccMpoBaHna U3 MATHUCTO-ONALWEeYHON
cTagun 3aboneBaHus, MUHys onyxoneByto. [lpeacraBneH
onbIT neveHns MM ¢ npumeHeHeM cneayowmx npenapa-
TOB: BOPUHOCTAT, reMuntabuH, AOKCOPYOULIMH, anemMTy3ymMma0.
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ABSTRACT

Erythrodermic mycosis fungoides (eMF) is an atypical se-
vere form of mycosis fungoides resulting from persistent
and treatment-resistant disease. eMF manifests as general-
ized skin bluish lesions, intense itching, secondary lymph-
adenopathy, and significant deterioration of quality of life.
A differential diagnostic algorithm for various forms of eryth-
rodermia is suggested. The paper presents a clinical case of
eMF with spots and plaques that skipped the tumor stage.
Experience of eMF treatment using vorinostat, gemcitabine,
doxorubicin, and alemtuzumab is described.

Keywords: erythrodermic mycosis fungoides, cuta-
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BBEAEHUE

T-knetounble suMdombl koxku (TKJIK) mpexcraBasioT
c060i reTepOTeHHYI0 TPYIIY 3JI0Ka4eCTBEHHBIX JUMPO-
nposddepaTUBHBIX 3a00JIeBaHUM, KOTOpas XapaKTe-
pusyeTcs KJIOHAJbHOU mposiudepanueil OmyxoJieBbIX
T-1uMoLUTOB, MMEWLMX MEPBUYHYI TPOMHOCTb K
koxe [1].

TKJIK coctaBasoT n0 80 % Bcex KOXKHBIX JUMOOM.
I'puboBuaHbi Muko3 (M) — HaubGosiee yactas dpopma
TKJIK (85-90 %), B To BpeMs Kak cuHipoM Ce3apu BCTpe-
yaeTcs B 3-5 % ciydaes [2]. 3Tu BapuaHThl TKJIK xapak-
TepusywTcs npoJsndepanyeil 3pesblx MOCTTUMHUYECKUX
T-1uMPOLUTOB € KJIACCUYECKUM HWJM BapHUaHTHBIM
nuMmyHopeHoTunom CD4+/CD45R0O+. dputposepmuie-
ckas popma rpuboBUAHOTO MUKO03a (I['M) sBIsIETCS aTH-
MUYHOU TsKesoM PopMolt 3a6oJieBaHUs U pa3BUBAETCH
NpH JJIMTEeJbHOM, He O/ /Jal0lleMCsl Tepalniy TeYeHUH Ha
MO3/IHUX CTaAUSAX UJIU BO3HUKAET de novo U XapaKTepu3y-
eTCsl OTCYTCTBUEM JIEMKO3HbIX U3MEHEHUN B KpoBH. [lo
JMaHHbIM B.B.flcTpe6oBa v coaBT., cpei BCceX KIUHUYECKUX
BapuaHTOB ['M spuTposepmuieckas popma 3abosieBaHUSA
BcTpedaeTcs y 17,3 % 6GosabHbix [3]. KinHudecku 3I'M
NposIBJIsIeTCA reHepaM30BaHHBIM NOPa)KeHUEM KOXKHOT'0
MOKPOBa B BU/IE 3PUTPOJEPMHUHU C CUHIOLIHBIM OTTEHKOM
Y CUJIbHBIM 3Y/I0M, PEaKTUBHOU JuMazieHonaTuel. [Ipu
TUCTOJIOTUYECKOM MCCJIeIOBAaHUU KOXHM OTMevyaeTcs
onyxoJsieBass nposaudepanus aTUMUYHbIX T-TMMPOLUTOB
¢ uepe6pudopMHbIMU spaMu. [Ipy UMMYHOPEHOTHUIIU-
YeCKOM MCCJIe/lOBaHUH OMONTATOB U3 04aroB MOPaKeHUs
KOXKH OIyXoJieBble KJETKU HMelT (eHOTHUIl 3peJbIx
T-numoouutos namsatu (CD3+, CD4+, CD45R0+, CD8-).
MouJiekyasipHO-TeHeTUYeCKUM aHaiu3 npu II'M nokasbl-
BaeT KJIOHAJbHOCTb Mpolecca (peapaHKUPOBKY TI'eHOB
Y- u B-ueneit T-kjaeTouHOTO penenTtopa) [4].

JuarHo3 I'M ycraHaBJ/MBaeTCs Ha OCHOBAaHWUM KJIU-
HUYEeCKUX NMPOosIBJIeHUHN 3ab60/ieBaHus, THCTOJOTMYECKUX
(4acTO HEOJHOKpPATHBIX) U HUMMYHO(EHOTUINHUYECKUX
vccleloBaHUHM GUOINTAaTOB U3 0YaroB MOPaXKeHUsT KOXKHU B
COYeTaHUHU C MOJIEKY/ISIPHO-TeHETUYECKHMM aHaJIU30M,

CpegHuI CpOK [0 YCTAaHOBJIEHUSI JAUArHo3a, Jaxe
y MalUeHTOB C KJyaccudecko ¢popmoit I'M, cocraBiser
0KO0JIO 5 JIeT U MOXKeT 3HAUYUTeJbHO YBeJUUMBATLCS MPU
Ipyrux ero BapuaHTax [5]. [IporHos mpu 3I'M ompene-
JIleTCsl TeMIIOM OIyX0JieBOW mporpeccud. Ilo gaHHBIM
K.A. Vidulich u coaBT., 5-71eTHsIg 00111asi BEI)KMBAEMOCTb
nanueHToB c OI'M coctaBiisieT 51 %, a Meguana — 5,1 roga
[6].

CornacHo pekomengauuam ISCL-EORTC, 3T'M coot-
BetcTByeT IIIA-IVB craguu no TNM-knaccudukauuu
T-kJIeTOYHBIX TUMPOM KOXKH (TabJ1. 1).

A'M Heob6xoauMoO auddepeHUPOBATH OT 3PUTPO-
JlepMUN APYrod 3THUOJIOTHH, CPeLU KOTOPBIX CUHAPOM
Cezapy, mncopuaTHyeckasi 3pUTPOJAEPMUS, CHHAPOM
nceBoMMQOMbI, 3K3eMaTO3Hasi 3PUTPOJEPMUS], 3PU-
TpoZepMuUs IPU aKTUHUYECKOM PeTHUKYJIOU/JE.

JpuTposepMHUs B COYETaHUU C reHepa/IM30BaHHOU
auMdaZieHonaTued U HaJIMYMEM B KPOBHU LUPKYJIUPY-
OIUX aTUNU4YHbIX T-1uMdornuToB (kyaeTok Ce3apwu)
> 1000/mku1 6e3 mpe/liecTByoliero B aHaMmHese ['M cBu-
JleTeJIbCTBYET B M0Jib3y cuHApoMa Ce3sapu. Eciu nepso-
Havya/JbHO ObL1 aAuarHoctupoBaH I'M, a BmocieacTBUU

K/IMHNYECKAA OHKOTEMATO/TON 4

Ta6nuua 1. Craguun rpuéoBnaHoro mnkosa/cuHapoma Cesapu B
COOTBETCTBUM C pekoMmeHaaumsam ISCL-EORTC [7]

Koxa
T OrpaHuyeHHble NTHa, Nanysibl U/unn 6asLwKu,
nokpbiBatowme < 10 % KOXHOro nokpoBsa
T1a — T0NbKO NATHA
T1b — 619WKK + NFTHA
T2 MaTHa, nanynbl n/unn 6nawkm, nokpeisatowme > 10 %
KOXHOr0 NMOKPOBa
T2a — T0NbKO NATHA
T2b — 6n9WKK = nATHA
T3 OpawH unu 6onee y3noB (> 1cm B AnameTpe)
T4 CnuBatowwascs aputema, nokpbisatowias = 80 %

NOBEPXHOCTN TeNna

Jlnmchatnyeckme y3nbl

NO HeT yBennyeHns nepudepmyecknx numdatnyeckmx y3nos,
nx 6uoncus He Tpebdyertcs

N1 Mepudepuyeckune numaTnyeckne y3nbl yBeIYeHbI;
ructonatonorusi Dutch grade 1unn NCI LNO-2
N1a — KnoH-HeraTuBHbl
N1b — KNOH-NO3NTUBHBI

N2 lMepuchepuyeckune nuMaTnyeckme y3nbl yBeINYEHbI;
ructonatonorus Dutch grade 2 unn NCI LN3
N2a — KNOH-HeraTuBHbI
N2b — KNOH-NO3UTUBHbI

N3 Mepudepuueckne numdatnyeckue y3nbl yBennyeHsl;
ructonatonorusa Dutch grade 3—4 unan NCI LN4, knoh-
MO3WUTUBHbI UMM HEraTUBHbI

NX lMepuchepuyeckune numaTnyeckme y3nbl yBeNNYEHbI, HET
TUCTONOMMYECKOro NOATBEPXAEHNS

BHyTpeHHMe opraHbl

MO HeT BoBNneuYeHns BHyTPEHHNUX OPraHoB
M1 BoBneueHne BHYTPEHHWUX OPraHoB (C yTOYHEHMEM OpraHa v
MOPONOrNYECKUM NOLTBEPXAEHNEM)
KpoBb
BO OTCyTCTBME 3HAYNTENILHOTO BOB/IEYEHNS KPOBU:
atunuyHble (Cesapu) knetkn coctaBnsot <5 %
MMOLUTOB KPOBU
BOa — KNoH-HeratuBHbI
BOb — K/10H-N03UTUBHbI
B1 YmepeHHoe BoBfieueHne KpoBu: atunuyHble (Cesapw)
KNeTku cocTaBnaioT > 5 % numMdoLnToB KpoBK
Bla — KNnoH-HeraTuBHbI
B2b — KNOH-NO3UTUBHBI
B2 3HaunTenbHoe BoBsiedeHue Kposu: = 1000/Mkn KneTok

Ce3apu € NO3UTUBHBIM K/IOHOM
I'pynnupoBka no cragusam

Cragum T N M B
PaHHune

1A 1 0 0 0,1
IB 2 0 0 0,1
1A 1,2 1,2 0 0,1
Mo3pHune

1IB 3 0-2 0 0,1
A 4 0-2 0 0
1IB 4 0-2 0 1
IVA, 1-4 0-2 0 2
IVA, 1-4 3 0 0-2
IVB 1-4 0-3 1 0-2

OTMeyaJlach TeHepaJsiM3alusl Ipoliecca € MOpaKeHueM
KOCTHOTO MO3Ta MWJHM KpPOBH, pedb HJET O CHHJApPOMe
Cezapu c npepmectByOmuM ['M uiu 0 BTOpUYHOM CHUH-
Apome Cesapu.
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Jlo6pokadyecTBeHHbIe BOCIA/IMTE/bHbIE JlepMaTO3bl C
apuTpoAepMuei (HanpuMep, aAKTUHUYECKUN PETUKYIOU/,
WJIN CUHAPOM ICEBAOMUMPOMBI), KaK MPaBUJIO, XapaKTe-
PHU3YIOTCS OTCYTCTBUEM KJIOHA/IbHOM 3KCMAHCUU KJIETOK
B KOXX€ U KpPOBH IIPU MOJIEKY/ISIPHO-OMOJIOTMYECKOM HC-
cJleJOBaHUM METO/I0M IOJIMMEPA3HOU LIeNHOM peakLUu
(ITLP) wnu CaysepH-6y0TTHHTA. KpoMe Toro, mpu Ices-
JoauMdoMe NpoCIeXUBaeTCs CBSA3b C MPOBOLUPYIOIIUM
¢daxTopoM, a NPU aKTUHUYECKOM PETHUKYJIOU/Ie, TUCTOJIO0-
ru4eckyu cuMmynupytouieM I'M, uMeeTcs MOBbILIEHHAs YyB-
CTBUTEJIbHOCTb KOXKU KO BCEMY CIIEKTPY U3JIyYeHUs] — OT
yJAbTPadr0/1eTOBOTrO J10 BUAMMOTO.

[IcopyaTHyecKyl0 U 3K3eMaTO3HYI0 3PUTPOAEPMUIO
MOXKHO JuddepeHIIMPOBATh 10 TUIIMYHON I'UCTOJIOTHYe-
CKOM KapTuHe [8].

Jnis nposeseHus auddepeHIaIbHON [UAarHOCTUKHU
pas3nuyHbIX GOPM 3IPUTPOJEPMHUU OT MOMEHTa IOCTY-
IJIeHUsI 60JIBHOTO B CTALMOHAP U /10 KOHCHUJIMYMa CO CMeX-
HbIMU CIelUa]uCTaMu 1e/1eco06pa3Ho MCI0/1b30BaTh
CAeAYOUUN JUarHOCTUYeCKU aaroputM (puc. 1) [9].

B HacTosee BpeMa g sedyeHus I['M ucnosibayercs
MO/ X0/, OPUEHTUPOBAHHBIM Ha cTaaui. OH OCHOBaH Ha
MOCTeNeHHOM HapalliBaHUU UHTEHCUBHOCTHU JieyeGHOr0
NOTeHLMa/la B COOTBETCTBUM CO CTaZued 3aboJieBaHUs,
n3berasl arpecCHUBHBbIX MeTO/I0B BO3/eHCTBUsSI Ha Ha-
YaJIbHBIX 3Tamnax 3ab6osieBaHus [10]. [nsa nevenus I'M
NPUMEHSAIOTCA INpenapaTbl [epBOM W BTOPOW JIMHHUM,
BKJIIOYAKOIe TONHYEeCKHEe KOPTUKOCTepou[ibl, GOTO- U
JIy4eBYI0 Tepanuio, UMMYHOTepanuo (UHTepdepoH-a),
peTUHOMJbI, a TaKXe XUMHOTepalneBTHYeCcKHe IIpe-
napaTbl (BOPUHOCTAT, XJIOPAMOYLUJ, [TOKCOPYyOHUIIMH,
reMuuTaouH) (tab.. 2).

B ocHoBy pekomengaunui United States Cutaneous
Lymphoma Consortium (2011) moJioKeHbl C/AeAyIINe
npuHUUIbl Tepanuu 'M/cunapoma Cesapu:

® Macca onyxoJiM ¥ CKOPOCTb NPOrpecCUpPOBaHUSA
onpeJiessI0T MOAX0/ bl K JIedeHHU 0.

® HackosibKO 3TO BO3MOXXHO, COXPAaHUTb UMMYH-
HBbIU OTBET.

e lcnosib3oBaTh MMMYHOTEpPAIHUIO, @ HE XUMHUOTE-
panum, Noka BO3MOXeH KOHTPOJIb HaJ, 3aboJie-
BaHUEM.

® Bcerpa paccmarpuBaTbh BO3MOXKHOCTb KOMOGH-
HUPOBAHHOIO JledyeHUsl (MMMyHOTepanus + Ha-
py»KHasl Tepalusl UJM UMMyHOTepanus + ¢oTo-
Tepamnus).

@ UlMeTb B BUAY BBICOKUN PUCK UHPULIMPOBAHUS
Staphylococcus aureus; cBoeBpeMeHHO€e UCIO0JIb-
30BaHME aHTUOMOTHUKOB C LieJibl0 NpeoTBpa-
TUTb pa3BUTHeE Cellcuca.

e CoxpaHeHUe KaueCTBa >XU3HU NaljMeHTa — Je-
YyeHHe KOXKHOT0 3y/ia.

e YacToynanueHTOB c mo3AHUMHU cTagusmu (11B-
IVB), pedpakTepHbIX K HECKOJbKUM MeETOJaM
Tepanuy, OTMedyaeTcsl IporpeccupoBaHue 3a60-
JleBaHUS NOCJIe ABYX JIMHUU NpesIecTBYOLIEro
Jedenus [11].

OpuuM U3 30 PeKTUBHBIX METOAO0B JieueHUs ['M Ha
PaHHUX CTAJUAX ciuTaeTcsd GpoToTepanus, oJJHAKO HeJlo-
CTaTOYHOE KOJIMUeCTBO KabHUH PpoToTepanuu, 0CO6EHHO B
pervoHax, siBJsieTCsl OZJHOM U3 cepbe3HbIX Npob6JeM /s
MpaKTUKYylolero Bpaya [12]. Haubosiee ompaBAaHHBIM
npejCcTaB/sieTcsl  MYJbTUJUCLUIIMHAPHBIN  MOAXO[,
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( 3PUTPOEPMIA HEACHOTO TEHE3A )

!

N3yueHue KNMHUKO-aHAMHeCTUYECKUX 0c06eHHOCTeNR,
npoBefeHue 06LeKNNHNYECKUX ANArHOCTUYECKIUX UCCIef0BaHNI

! i i

[TpeaBapuTenbHblil AuarHo3 . [TpeaBapuTenbHbIi AuarHo3
[TpenBapuTenbHblit
L06pOKayeCcTBeHHOro P Smafuos ™ nopaXeHnsa KOXm
Jepmaro3a npu 3nokayecteeHHbIx /N3

l i i

| Naromopdonoruueckoe nccnepoBanune |

! !

[JlobpokauecTBeHHblil

fepmatos Mogo3peHue Ha 3TM

! i

Onpepenexne KNOHAaNbHOCTYN NO FeHaM
Y- unu B-ueneii T-kneTouHoro peuentopa

l

MH(prMEHTaHbeIe meToAbl UCCIej0BaHNA BHYTPE@HHNX OPraHoB
(Y3U, KT, MPT).
Mmmyuoq)euomnuposauue KpoBu W/Unu KOCTHOFO Mo3ra
npu neiikemn4yecKom coctaBe remorpammbl U Mmuenorpammbi,
numdarnyeckoro y3nanpu numdapaeHonaTum

! !

3M, onpegenetue s
CTaZum npovjecca

Puc. 1. ANroput™ AnarHOCTUKKU 3pPUTPOAEPMUYECKON hOPMbI Fpu-
60BNOHOro MMKO3a
M — rpuboBuaHbli Mnkos; JIN3 — numdonponudepatmBHoe 3a-
6oneanve; 9I'M — sputpogepmuyeckas dgopma rpuéoBMAHOIO
MMKO3a.

Fig. 1. Diagnostic algorithm for erythrodermic mycosis fungoides

M — mycosis fungoides; JIM3 — lymphoproliferative disease;
3I'M — erythrodermic mycosis fungoides.

Tabnuua 2. JleyeHne rpn6oBMAHOrO MUKO3a [7]

PaHHue ctapum (IA-l11A)

Tepanus nepBow IMHUK Tepanus BTOpo# IMHUK

Tonnyeckne KOPTUKOCTEPOUAbI
MECTHO (6eTamMeTa30oH, HEOMULMH +
thnyounHoNOHa aLeToHNA, MOMETA30H,
METUNNPEeSHN30/10HA aLenoHaT,
thnyTnkasoH, knobetason)

Y3koBonHoBoe YOO cnekrtpa B
MYBA-Tepanus (ncopaneH + YOO cnektpa A)

PetuHongb! (13-umc-
peTUHOeBas KUCNoTa,
Y30TPETUHOWH,
aLUTPETMH)

MHTepdepoH-a

WMHrnéutopsl
rucToHpealeTnnas
(BOpMHOCTAT)

JokanbHas nyyeBas Tepanus
TotanbHoe 061y4YeHne KOXM
Tepanus no3anux ctagwii (IIB-1VB)

Mpocnuans xnopua
MetoTpekcat

MHrmbuntopsl ructonfealetnnas (BOpMHocTar)
INeKTPOHHO-NyYeBas Tepanus
TpaHcnnaHTaLms annoreHHbIX FeMOMNo3TUYECKIUX CTBOMOBBIX KETOK

Pexumbl cuctemHoit xummnotepanuu: CHOP, EPOCH, CMED/ABY,
NEHTOCTaTUH, hnyaapabuH + nHTephepoH-a v unknohochamug,
remuuTabuH

N0/{pa3yMeBAOIMH yYacTHE B JJUarHOCTHKE U JIeYeHUH
6osbHBIX ['M gepmaToBeHepoJsiora, matromopdosiora u
OHKOTEeMaToJIoTa.
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Puc. 2. [ncTonornyeckas KapTvHa B 61MonTaTe KOXM: BblpaXeHHas
nuMmdongHasa nHpunbTpaums, Mukpoadcuecckl MNoTpue. Okpacka
remMaToKCU/IMHOM 1 303MHOM, X200 (A), 400 (b)

Fig. 2. Histology of skin biopsy: marked lymphoid infiltration, Pautri-
er microabscesses. Hematoxylin and eosin stain, x200 (A), x400 (b)

B kayecTBe JeMOHCTpaLMM IpejcTaB/seM HabJiio-
JleHue 6osbHOro 3I'M c JOCTUTHYTBIM KJWHUYECKUM
OTBETOM Ha IpenaparThl JJIs TepaluM MO3JAHUX CTaJuil
T-K/J1€TOYHBIX TUMOM KOXKH.

KNNMHUYECKOE HABJTIOAEHUE

[MamuenT H. 56 sneT, cuutaet cebs 6o0abHBIM ¢ 2009 1.,
KOI/la BIlepBble MOSIBUJIOCH IMSATHO Ha KOXe >XKUBOTAQ,
conpoBoXxaBleecs 3y40M. O6paTH/ics B KOXKHO-BEHepO-
JIOTUYEeCKUH JUCIIaHCep 110 MeCTY KU TeJbCTBa, TJe Oblia
npoBeJieHa 6UONCHUA KOXXU. Ha ocHOBaHUM pe3ysbTaTOB
TUCTOJIOTUYECKOT'0 MCCJIe/JOBaHUsl YCTAaHOBJIEH JMarHo3s
MeJIKOOJISIIIeYHOr 0 Tapancopuasa, JedyeHue He MoJyyall.
B 2011 r. BbICBINaHMUA PACHPOCTPAHUJIUCL Ha Jpyrue
Y4aCTKU KOXKHOTO IMoKpoBa. HasHaueHa HapykHasi Te-
panus KOPTUKOCTEPOUJHBIMU U KepaTOJUTHYEeCKHMHU
Ma3siMH C BpPEMEHHbIM I0JIOKUTEJbHbIM 3QPeKToM.
C 2013 r. oTMe4asacb pe3UCTeHTHOCTb K MeCTHOMY Ha-
py>kHOMY JiedeHH0. B 2014 r. 3a60/1eBaH1e 3aMETHO IPO-
IpeccupoBaslo B BU/I€ 10sIBJIEHHUSI HOBbIX 3J1EMEHTOB ChIIH,
CIMBAIOIIUXCS MeX/Ay co60M M 06pa3yrolUX KpyHHble
GJISIIIKY, B CBSI3U C YeM ObLJI 00C/Ie[JOBaH reMaToJIOTOM B
OI'BY «HMUL] remaTosioruu». [Ipy rUCTOJIOrUYECKOM HC-
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cJ1e/J0BaHUM BbIsIBJIEHbI IPU3HAaKU ['M, a UMeHHO anu/iep-
MOTPONU3M aTUNUYHBIX T-TUMOIUTOB, MUKPOA6CIeCChl
[ToTpue B anuiepMuUCe U TOJOCOBUAHBINA UHQUIBTPAT U3
aTUNHYHBIX TUMPOLUTOB C LlepebpuPOPMHBIMU s paMU
TpUaHTYJIApHOU dopMbI B lepMe (puc. 2).

Pe3ysnbTaThl HMMMYHOIMCTOXMMHUYECKOIO  HCC/IE/0-
BaHMUSl IOKa3aJlud pe3KO BBIPAKEHHYI 3KCIPECCHI0
CD3+, CD45+, CD4+ u cnabywo peakiyo JUMQOLUTOB
CD5-, CD7-, CD8-. Ilpu IIlP-ucciefoBaHuu BbIsiBJIeHA
MOHOKJIOHAJIbHOCTb T-KJIETOUHOIO pelenTopa Mo reHaM
y-uenu. Ha OCHOBaHMM KOMIIJIEKCHOTO 00CJe/J0BaHUs
ycTtaHoBJleH guarHo3 I'M IIA craguu. HasnadeHa Tepanus
HHTepPEPOHOM- B CTaHAAPTHBIX [103aX, U 60JbHOM OblI
HarpaBJieH B KJIMHUKY KOXKHbIX U BeHepUUeCcKHX 60Jie3HeN
nM. B.A. PaxmaHoBa pgsa nposefeHusa I[IYBA-tepanumu.
B nrone — aBrycte 2014 1. 60/1bHOM MOJIy4nJ 36 CeaHCOB
[IYBA-Tepanuu (KymyasaTuBHasg ngo3a 69 [Px/cM?) 1o
cxeMe 4-pa3oBOro 00Jy4eHUsl B HeJeJIl0 B COUYEeTaHUU C
nHTepdepoHOM-a. B pesysibTaTe JOCTUTHYTA MOJIHAS KJIU-
HUYecKas peMuccusi. HecMoTps Ha nojiep KUBAIOLIYIO Te-
panuto UHTepdepoHOM-a, Yepes 2 MecC. Iocje OKOHYaHUS
[IYBA-Tepanuy MOSABUJIUCh HOBbIE 3JIEMEHTBI, KOTOpbIE
3aTeM pacHpoCTPaHUJINCh N0 BCEMY KOXXHOMY HOKPOBY.
O61@as NpoAO/LKUTENBHOCTb JiedeHUs1 HHTepdepoHOM
cocTaBuJ/1a 0K0JIO 4 Mec.

B sanBape 2015 r. oTMevasoch IpOTpeccUpoBaHUE
3abosieBaHus. [lanueHT obpatuica B ®TBY «HMUI] re-
MartoJsiorun» M3 P®. [Ipy ocMoTpe: mopa)keHHe KOXHU Xpo-
HHUYECKOT0 BOCHAJMTEJNbHOI0 XapakTepa. BbichlmaHus
pacnpocTpaHeHHble, MOHOMOpP(}HBIE, JIOKaJIM30BaHbl Ha
KOXKe TYJIOBUILA, BEPXHUX U HUXKHUX KOHeYHocTel (puc. 3,
A, B). Cbinib TNpe/icTaBJieHa OrpaHUYEHHBIMU MJIOCKUMHU
WHQUJIBTPUPOBAHHBIMM  OJISIIKAMM,  SIPKO-PO30BOH
OKpacKH, C TeHJeHLMeN K CIUSHUIO U LIeJyLIeHUeM Ha
MIOBEPXHOCTH; TUIlepKepaTos JiaJloHel U nojows (puc. 3,
B), BbIpakeHHasl OTeYHOCTh Jinla. HorreBble MJIaCTUHBI
KUCTeH U cTon He M3MeHeHbl. CIU3UCTbIe 060JI0YKH He
nopaxkeHsl. [Ipy masbpnanuu: Noj60poA0YHbIe, HAJKIIIO-
YUYHble, TOJMbIIIEYHblE WU MaxoBble JUMaTHYECKHE
y3J1bl yBeJIMUEHBI, He CIIasiHbl C KOXKel, o/iBMXKHbIe, 6e3-
6oJie3HeHHble. CyO'beKTHUBHO: 3y,

[Ipu o6cae0BaHUM:

1) B KJMHUYECKOM aHasu3e KpoBU oT 22.01.2015 r.:

JgedkouuTel — 10,2 x 10° /1, tumonutsl — 39 %;

2) B KpOBHM ompejesisieTcs] MOHOKJIOHaJIbHOCTb IO
reHam y-1enu T-KJIeTOYHOro peLenTopa;

3) 1o JaHHBIM NMPOTOYHON LUTOPJIOOPUMETPUH OT
22.01.2015 r. T-1uMPoLUTHI He BBISIBJIEHD;

4) TpU IUCTOJIOTHUYECKOM MCCJIeJlOBaHUU KOCTHOTO
MO3ra JJaHHbIe 3a ero NnopakeHne OTCYyTCTBYIOT;

5) npu KT opraHoB 6proLIHON M0OJIOCTH NPHU3HAKOB
OPraHHOTO MOpaXKeHUs He 0OHAPYKEHO;

6) npulI3T nosyvyeHbl JaHHbIE O HAJIMYUK AKTUBHON
cnenyduueckoil TKaHU B JUMQaTUYECKUX Y3/1aX
CleAyoMUX TPyNi: LeHHbIX, M0A60POL0YHBIX,
Ha/IKJIIOYMYHBIX, NOJMbILIEYHbIX, [10/|B3/I0LIHBIX,
MaXOBbIX;

7) TpH TUCTOJIOTMYECKOM HCCAe[OBAaHUM HAJKJIIO-
YUYHOTO JIUMPATHIECKOTO Y3JIa CJIeBa BbISIBJIEHO
cnenuduyeckoe nopaxeHue.

Ha ocHOBaHUM yKa3aHHbBIX BbILIE IaHHbIX YCTAaHOBJIEH

JMarHo3: TPUOOBUJHBIA MHKO3, 3pUTPOJEepMUYecKast
dopma, cragus IVB (T4N3MOBO).
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Puc. 3. (A—B) ®oTo naumeHTa H. c aputpoaepmmyeckon hopmoim
rpréoBMAHOrO MMKO3a [0 IeYeHUs

Fig. 3. (A—B) Clinical photographs of a patient with erythrodermic
mycosis fungoides before treatment

ConyTcTBylouue 3abo0JieBaHUS: HiIeMUu4ecKas
60J1e3Hb cep/illa, CTeHOKapAus HanpshkeHus 11 yHkumo-
HaJIbHOTO KJIacca, TUnepToHuYeckas 6osie3Hsb Il craguy,
TUIIePX0JIECTEPUHEMUS], CaxapHbIM AuabeT 2-To TUMa B
CTaiuy CyOKOMIIEHCAI[UHU.

[TanMeHT OB FOCOUTAJU3UPOBAH B reMaToJIOTHYe-
ckoe otaenenue 'Kb um. C.II. boTkuHa, rae HauaTa XMMUO-
Tepamnus reMuuTabuHoM B go3e 250 mr/m? 6-yacoBas
nHOy3ua (3 BBeseHHUs) B TeueHue 28 jnHeil. Ha ¢oHe
JledeHUsl OTMeYeHa IOJIOKUTeJbHAasA JAUHAMHKA B BHU/E
YMeHbILIeHHUs] OTeKa JIUIA, IPUTPOJEPMUU U KOXKHOIO
3yfa. OCIO)KHEHUH OT XUMHUOTEPANUU He HabJII0Aa10Ch.
BoJsibHOW BbIMucascs MOA HabJIOJEHUE reMaToJiora Io
MECTY KUTEJbCTBA C peKOMeHJaluel NpoJoIKUTh KypC
Tepanuu reMyUTa6UHOM (6 BBeJleHUH).

[TanMeHT MOJy4YuJI 5 KYpCcoOB Tepanuu reMLIIUTAOUHOM.
OJiHaKO B CBSI3U CO CHIDKEHHEM KJIMHHU4YecKoro adgpdexra
Y MOsIBJIEHUEM OCJIOXKHEHUU Tepanuu (1o 3aK/JIYEeHHUI0
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HeBponaToJ/iora y HalydeHTa pa3BUJacb TOKCHYecKas
3HIledaonaTus) reMUUTAOUH ObLJI OTMEHEH U Ha3HA4YeH
BopuHOCTAT B Zj03e 400 Mr exxeiHeBHO. Uepe3 4 Hel. oTMe-
YeHO MCYe3HOBEHHE OTEeYHOCTH JIMIA, 0caabeHrne KOX-
HOTO 3y/la, yMeHbllIeHHe 00Iel MIouaJu MopaKeHHOU
MOBEPXHOCTH KOXHU Ha 45 %, a uepe3 12 Hes. — Ha 90 %.
KivHHUYecKril OTBET COXpaHsJICS B TeueHUe 16 He[.

B cBA3M c penuUBOM KOXKHOI'O Ipoliecca Ha GoHe
NpoJloJiKalolerocss npyueMa BOPUHOCTaTa B ampese —
nroJsie 2016 r. nocse0BaTeJbHBIMU CEAHCAMHU IPOBEJIeHO
TOTa/IbHOEe 06Jly4eHre KOXHU TYJIOBHIIA U TJIed 3JIeKTPO-
HaMM HM3KOH aHepruu (12 I'p) ¢ BpeMeHHbIM MOJIOXHU-
TeJIbHbIM 3 eKTOM.

B Hos6pe 2016 r. 60JIbHOM TOCHUTAJIM3UPOBAaH B
oTAesieHMe remarosoruu U xumuorepanuu Kb wum.
C.Il. BoTKkK1Ha B CBSI3U € MPOrpecCUpOBaHUEM U3MeHeHUH
KOXH (yBeJiMueHHe MJIoIaAu apuTpoiepmun). [IpoBoau-
Jlach Tepanus JokcopyouiuaoM 30 Mr, Ha GpoHe KOTOpoH
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Puc. 4. (A, b) ®oTo naumneHTa H. ¢ asputpoaepmmyeckon hopmon rpuboBUAHOIO MMKO3a MOC/e NIeYeHNs

Fig. 4. (A, b) Clinical photographs of a patient with erythrodermic mycosis fungoides after treatment

OTMeYeHO IporpeccupoBaHue 3aboJsieBaHusA. B cBaA3u
C 3TUM Ha3HAayeHO KOMOWHUPOBAHHOe JieyeHHe: MeTo-
Tpekcat 100 mr B/B u BopuHocTtaT 400 Mr/cyT BHYTpb.
B pesynbraTe Tepanuu HabJirofajach MOJOXKUTeIbHAs
JIMHaMUKa B BU/Jle YMeHblIEHNUs 3PUTPOJEPMUH U TUIlep-
KepaTo3a jsiafjoHel u nogomB Ha 30 %. OHaKo oTMevYeHa
MHeJIOTOKCHYecKasl MaHLUTONeHH s (B T. 4. HEUTpONeHUs
IV cTenenu), B cBSA3U € 4eM ObLJI C/lesIaH NepepbiB B Kyp-
COBOM JIe4eHHUH Ha 1 Mec.

B ¢eBpase 2017 r. B CBA3M C yXy/llIeHHEM COCTOSIHUSA
ObIIM Ha3HaueHbl BHOBb BopuHocTaT 400 Mr/cyT u npo-
cnuaus xjaopuf 100 Mr B/M exxeJHEBHO.

Y>ke nocjie 4 HeJi. JedeHUs OTMedyasoch ocjaabieHne
CUMIITOMOB B BHJe YJydlleHUs OOLIero COCTOSHHUS,
no6JsieflHEHUS] 3PUTPOZIEPMUM U yMeHbllIeHUs 3yja
(puc. 4). [lo60o4HbIX 3 PEKTOB OT NPOBOAUMON Tepanuu
He HabJiroganocb. KIMHUYeCKUI OTBET Ha COYETaHHYIO
Tepanuio NPOCIUAUA XJIOPUAOM U BOPUHOCTATOM COXpa-
HSIeTCs [0 BpeMeHH 0pOpPMJIEHHS CTAaThU.

OBCYXAEHUE

[lpencraBieHHOe HaMM KJIWHUYECKOe HaOJIOfEHUE
M03BOJIAET CJeJaTh BBIBOJ, BO-MEPBBIX, O CJA0KHOCTH
JUArHOCTUKU PaHHUX CTaJUM 3a00JIeBaHUS U JieUeHUs
TKJIK, a umenHo I'M. Kak npaBusio, 'M HauuMHaeTcs
C NOSIBJIEHUS] Ha KOXe TYJIOBULA NATEeH pPa3/IM4YHOro
pa3Mepa, HaNOMUHAKIUX BOCHAJUTEJIbHbIE JepMa-
TO3bl ([COpHas, mapamncopuas, aTONUYECKUH JAepMaTuT,
3K3eMy U Ap.). CxofHble U3MEHEeHHUs] KOXXKU UMeJU MeCTO
U B ONMCAHHOM HaMW KJHWHUYECKOM HabJwoaeHuu. [lpu
TUCTOJIOTUYECKOM MCCJIeJOBAHUU NEepPBOHAYAIbHO ObLI
YCTAHOBJIEH JMArHO3 MEJIKOOJIAIIEYHOT0 maparncopuasa.
BeposTHee Bcero, y>ke Ha 3Talne MepBUYHOTO JUarHosa
MeJIKOOJISIIEYHOT0 Mapancopuasa peyb LA O Hadajle
I'M, ogHako noATBepAUThb AuarHo3 'M pyTUHHBIMU Me-

TOJJaMU B HayaJle 3a60JieBaHUs ObIBAET 3aTPYHUTEIbHO.
BMecTe ¢ TeM Bo3MOXHA TpaHcpopMalysi XPOHUYECKUX
JlepMaTo30B, NpoTekawux MHorue rogel, B 'M. Kpome
TOro, XOTsl abCOJIIOTHOE OOJIBIIMHCTBO JepMaToJIOrOB
CUUTAIOT MeJIKOGJIAIIeYHbIN Mapancopyuas XpoOHUYEeCKUM
JloOpOKaYeCTBEHHbIM BOCHNAJIUTENbHBIM JlepMaTO30M,
CyllecTByeT MHEHHe, YTO 3TO 3aboJieBaHUEe MOXKeT pac-
CMaTpUBaThCs KaK HadasbHas ctagusa ['M [13]. B HameM
HabJ110/JeHUH ¥ 60JIbHOT0 0TMeYasioch J0BOJIbHO ObICTPOE
nporpeccupoBaHue 3a6oJsieBaHusA. OT MoMeHTa ycTa-
HOBJIEHHUs] JMarHo3a MeJIKOGJISLIeYHOoro naparncoprasa
o Bepudbukanuu guardosa I'M mpouwio okoso 5 JieT.
Bo-BTOpBIX, KJIMHUYECKH HHTEPECHbIM NpeJCcTaBJseTCs
TaKXe IpOrpecCHpoBaHHMe W3 MNATHUCTO-OJIALIEYHOH
CTaJiuM 3a60JieBaHUs B 3pUTpoZiepMuiecKyto dpopmy I'M,
MUHY$ OIIYXO0JIEBYIO CTA/IUIO.

B HacTosillee BpeMsi NPOBOJATCA IOUCKH Hau-
6oJiee ONTHUMaJbHbIX METO/OB JieYeHUs MalMeHTOB C
pedpaktepHbiM TedueHueM ['M. [IpuMeHSAOT coyeTaHUe
pas3/IMYHbIX BU/I0B (GOTO- U JIyueBOM Tepanuu C noce-
Jymolell MMMyHO- U XUMHOTepanued (MHTeppepoH-a),
3NMreHeTHYeCKUe IpenapaTbl (BOPHHOCTAT), MOHO- U
MOJIMXMMUOTEPANHIO.

HMeroTcsl CcOOOLIEHUSI O XOpOIIMX pe3yJbTaTax
npuMmeHenusa npu I'M IIYBA-tepanuu B codeTaHUU C
nHTepdepoHoM [14], a TakXKe CUCTEMHbIX PETHHOH/IOB
(agutpetuH 25-50 mr/cyt) + [IYBA-Tepanus (kymyJsi-
TUBHas Jjo3a 245 [x/cm?) (PellyBA) [15].

B Hamem Hab6JO0JeHUHM Mbl TakKXe IPUMEHSIN
KOMOWHUPOBAHHBIA MeTOJ, JiedeHHs], COCTOSILMH U3
[IYBA-Tepanuu (coyeTaHue ¢(OTOCEHCHOUIN3ATOPOB C
JUIMHHOBOJIHOBBIMU Y®-nydyamu crektpa 320-400 HM,
nepsas JuHUA) [15] u uHTepdepoHa-a (BTOpas JUHUA).

Mexanusm aedctBus [IYBA ocHOBaH Ha UMMYHOMO-
LyJsiUy ¢ Npeo6JiaJlaHueM MMMYHOCYIIPeCcCUH, IPUBO-
asuieid K notepe QyHKIMOHAJbHONW aKTUBHOCTH aHTHU-
reHNpe3eHTHUPYIOIUX KJIETOK B KOXe, a TaKXKe K aIlol-
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TO3y KepaTUHOLMTOB 3NUJAEPMHCa, JAepMbl U T-KJIETOK.
[locnepyrolnee CHUKEHUE 4YWCAA T-KJIETOK BbI3bIBAeT
paspylieHue onyxoJeBbix HHGUAbTpaToB pu TKJIK [16].
[IYBA-Tepanusi IpoBOJUTCS 110 MeTOIMKe 4-pa3oBoro 06-
JIy4eHUsI B HeJleJI10 C IOCTeNeHHbIM HapallluBaHUEeM J103bl
o6usiydenus Ha 0,5-1,0 [x/cM? yepe3 Kax/ble 2 ceaHca /o
pazoBoi 10361 8-10 [>x/cm? HavasibHast 103a 06J1y4eHus
cocrasuisiet 0,5-1,0 [>x/cm2

Y Hauero nanMeHTa Ha GOHe YKa3aHHOTO BbIllIe Jie-
YyeHMs OTMeyasach I0JIHAs PeMUCCHS, HO HeNpOJ0JKH-
TeJibHasd (2 Mec.), B CBSI3U C YEM IOCJIeL0BATENbHO ObLIA
Ha3HayeHa XMMHOTepanus (reMUUTAOuH, ajeMTy3yMao,
JIOKCOPYOUIMH, MeTOTpeKcaT). BBuay HeadppeKTUBHOCTH
Y HaJIN4Msl TOG0YHBIX 3P EeKTOB OT Ha3HAYEHHBIX Iperna-
paToB (Tokcuyeckas 3HIedasonaTus, NoJUHeHpoONaTHs,
HeUTpoNeHHs]) OCHOBHbIM IIpenapaToM B JiedeHUHU
no3zaHeu craguu JI'M B HalleM ciy4yae cTajJ BOPUHOCTAT.

BopuHocTaT — nepBbId UHTUOUTOP TUCTOHJealeTH-
Jla3bl, 3aperucTprUpoBaHHbIv B Poccum guia tepanuu TKJIK
y MalMeHTOB C IPOrpecCUpPYIOIIUM, MNEPCUCTUPYIOLUM
WId pelyMBUPYIOIIUM TedeHueM 3aboJieBaHust [17].
BopuHocTaT — r106a/bHBIA UHTUOUTOP Mpoliecca aleTH-
JIMPOBaHUs JiealleTh/a3, WHTUOUpYeT aleTH/IMpOoBaHUe
KaK ['MCTOHOB, TaK U HETHCTOHOBBIX 6e/1KoB. OH MOXKeT po-
SIBJIATH NOTEHIMA/IbHY0 aKTUBHOCTb IPH MCI0JIb30BaHUHU
B KOMOMHALMHU C IPyTMMU BUIaMHU Tepanuy, 06J1a/Jalolli My
WHbIM MeXaHU3MOM JAeMcTBUs. Kak nokasaHo in vitro, MHTU-
OGUTOpBI THUCTOH/lealeTHIa3bl JeWCTBYIOT CHHEPIMYHO C
petuHouiaMy, YP-o6syyeHreM, nHTepdepoHoM [18]. Bo-
PHUHOCTAT IPUMEHSIETCS BHYTPb B CTaHAAPTHOU f103e 400 Mr
B cyTKU. CjieZlyeT OTMETUTh, YTO B HalleM KJIMHUYeCKOM
HaO6JII0/JleHUH BOPUHOCTAT NPUMEHSLJICS B COUeTaHUH C pas-
JINYHBIMU XMMHOIIpenapaTaMu U pusroTepaneBTHIeCKUMU
npoleaypaMH, a UMEHHO B KOMOUHAIUHU C TEMI[UTAOUHOM,
aJeMTy3yMaboM, MPOCHUAUS XJIOPUJIOM, TOTaJbHBIM 06-
JlydeHUeM KOXKU TYJIOBUILIA U IJIed 3JIeKTPOHAMU HU3KOU
3HEepruu. B oinyue OT ApPYyrux Mnpenaparos JJs JedeHUs
I'M BpeMsl [0 HACTyIJIEHUSI OTBETA Ha TEPANUI BOPUHO-
CTaTOM y Hallero marueHTa ObLI0 KOPOTKUM (4 Hen.), a
OTBET Ha JieyeHHe — MPOJIO/DKUTENBHBIM (= 16 Hef.).

3AK/TIIOMEHUE

3r'M sgBasieTcd MEXAUCIUIIMHAPDHONW MPOGJIEMOH, Tpe-
OyIoleld NPUCTAJbHOTO BHHUMAaHHUS Bpadyel pas/IMYHbIX
CrellMaJIbHOCTeN: lepMaToJIora, reMarToJiora, naromopgo-
Jiora ¥ oHKoJiora. [I[puMeHeHre aIrOPUTMOB JJUarHOCTUKU
yIpoLiaeT yCTaHOBJIeHMe AuarHosa ['M u nckiro4aeT omu-
604YHOe Ha3HayeHHe IPOTUBOOINYXOJIEBbIX IpPeNnapaToB.
BMecTe ¢ TeM 1ies1ec006pa3HO OTMETHUTh, YTO BHeJ|peHHe
B KJIMHUYECKYI NPAKTHUKY 3QPEKTUBHOrO HHTUOUTOpPA
TMCTOH/lealleTH/Ia3bl B aMOy/JIaTOPHOM peXuMe 3Hadu-
TeJIbHO o6Jierdaet jsieueHue 60bHBIX TKJIK. BopuHocTtaT
006J1a1aeT BBICOKOU 3P PEKTUBHOCTDIO U SIBJISIETCS OCHOBOH
BTOPOU JIMHUU Tepanuu y JAaHHOU KaTeropuu OOJIbHBIX,
0CO6EeHHO B COYETAHUHU C ;PYTUMU BUIaMU JIeUeHUs.

KOH®JIUKTbl UHTEPECOB

ABTOpBI 3agBJSAIT 006 OTCYTCTBUU KOH(IUKTOB HUHTE-
pecos.
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MCTOYHUKN PUHAHCUPOBAHMUA

[ly6smkanus 6bl1a nogaepxkaHa 000 «MC/l ®apmaceko-
TUKasnc» (Mockea, Poccus).

BK/IAQ ABTOPOB

KoHnenuusa u Ju3aiH: Bce aBTOPBI.

Coop ¥ 06paboOTKa JAHHBIX: BCE ABTOPHI.
IIpepocraB/ieHHe MaTepUaIOB MCC/IeJ0BAHUA:
aBTOPBI.

AHa/M3 ¥ MHTeplnpeTanys AAHHBIX: BCe aBTOPHI.
INogroroBka pykomucu: E.B. I'pekoBa, JLI. ['opeHKOBa,
A.A. ChIIVMKOB.

OkoHYaTebHOE 0A06peHMe pykonucu: 0.10. Osncosa.
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