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KnuHnueckunin cnydam rpuboBuaHoOro
MMKO3a Yy pebeHka 11 net

M.H. KopcaHTtus, O,C. Abpamos, A.A. Edmmosa, A.B. MwoHkuH, H.B. Msakosa

®rBY «HaunoHanbHbIN MegULMHCKNI nccnefoBaT eNbCKUA LeHTP 4eTCKOol reMaTonornm, OHKOMormm
M UMMyHonoruu um. AmuTpusa Poravesa» MuHsgpasa Poccumn, MockBa

MepBuYHbIE KOXHbIE MMGOMbI A0BOMILHO PEAKO BCTpevalTcst y AeTeil. KnuHuueckve w
rMCTONATOIOrMYECKUe MpOoSIBNEHUST 3TUX 3a60/EBaHUI Y NaUMeHTOB AETCKOTo BO3pacta MoryT
3HAUMTE/IBHO OT/IMYATLCA OT TaKOBbIX Y B3POC/bIX. /3-3a UX PEAKOCTU M CIOXHON K/IMHUUECKON
KapTVHbI ANArHOCTMKA MOXET BbITb O4EHb A/NTE/bHOM. MprboBMaHbIN Mrko3 (TM) siBnsieTcst Hambornee
YacTo AMAarHoCTUPYEMO (HOPMOIA NEPBUUHBIX KOXHBIX JIMMCIOM B AETCKOM Bo3pacTe. KnMHUUeckux
pEKOMeHAALMI NS NeYeHns AeTeli He CyLecTByeT. B nuTepaType AaHHble 0 BapuaHtax My fetel
HEMHOTOUVC/IEHHBI, HaMBO/Ee KPYrNHOE VCCNeaoBaHMe BKKOUAET 34 MalVeHTa, Y KOTOpbIX AYarHo3
GbU1 MOCTAB/IEH B CpeaHEM Yepes 4 rofa noc/ie NosiB/feHUsl NepBbIX CUMITTOMOB. B faHHOI cTaTbe Mbl
MPpeACTaB/seM KMHUYeCKuii cryuali MMy 11-neTtHero peGeHka C 8-/1eTHei 1CTOpUEN MHOYECTBEHHOTO
MOPaXKEHNST KOXHBIX MOKPOBOB U KOXI rOMI0BbI. PoaVTENM NaLpmeHTa Aanv corfacue Ha 1Crosib30BaHue
MHchopMaLyK, BTOM uucsie choTorpacdhmii pebeHKa, B HayUHbIX UCCIejoBaHMsIX 1 Nybrmkaumsix. Lienso
Halell Ny6vkaLmm sSIBNSIETCS) AEMOHCTpaLWS NPoG/eEM B AMArHOCTVKE 3a60/ieBaHN s, 0COBEHHO Ha
PaHHVIX CTaysIX, NMOCKO/bKY €0 CUMIMTOMbI MOTYT GbiTb MOXOMM Ha CYMIMTOMbI MHOTMX PACTPOCTPAHEHHBIX
[IETCKMX BOCM/IMTENbHBIX 3a60/1EBAHUIA KO
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Mycosis fungoides in an 11 year-old child: a case report

M.N. Korsantiya, D.S. Abramov, A.A. Efimova, A.V. Pshonkin, N.V. Myakova

Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology of Ministry of Healthcare
of the Russian Federation, Moscow

Primary cutaneous lymphomas are quite rare in children. Clinical and histopathological manifestations of these diseases in
children differ significantly from those in adults. Due to their rarity and complex clinical presentation, diagnosis may take long
time. Mycosis fungoides (MF) is the most commonly diagnosed form of primary cutaneous lymphomas in childhood. There are no
clinical guidelines for the treatment of children. Literature data on MF variants in children are scarce; the largest study includes
34 patients who were diagnosed on average 4 years after the onset of the first symptoms. In the present article we describe a
clinical case of MF in an 11-year-old child with an 8-year history of multiple lesions of the skin and scalp. The patient's parents
gave their consent to the use of their child's data, including photographs, for research purposes and in publications. The aim of
our article is to demonstrate the problems in the diagnosis of the disease, especially at an early stage, because its symptoms
may be similar to those of many common pediatric inflammatory skin conditions.
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nporpeccua 3a60neBaHnNsi MOXET NnpuBECTN K pa3BUTUO

CTaB/sAOT COBOW reTeporeHHyo rpynny 3/0ka-

YeCTBEHHbIX HOBOOOpAa30BaHMii KOXWU K3 T- ©
B-numdoumnToB, NepBuYHbLIM CybCTpaTOM MPU KOTOPbIX
ABNAOTCA KoXa 1 ee npugatky [1, 2]. OHM NosBAAOTCA
B OCHOBHOM Ha KOXe 6e3 npu3HaKkoB BHEKOXHOro rnopa-
XeHusA. T-KNeToyHble NMMAQ oMbl COCTaB/AT nogasns-
owee 60nbWKNHCTBO cny4vaes MK/, npu atom Hanbonee
pacnpocTpaHeHHbIM 3aboneBaHneM sBNAeTCA rpuoo-
BuAHbIA Muko3 (TM) [1, 3]. TM - 3TO HexXOomKKMHCKas
nvMmdomMa HW3KOM CTEneHW 3/10Ka4eCTBEHHOCTMW, Mpu
KOTOPOI KOXa UHWUALTPUPYeTCs 3pefbiMu nepudepu-
YeckuMU T-Knetkamu, YTo NPUBOAUT K DOPMUPOBAHUIO
K/TaCCUYECKNX KOXHbIX MOPaXKeHW!, Bapbupylowmnx oT
NATeH A0 6nsAwWweK ¢ nocneywowein TpaHchopmaymei
B onyxonieBble oyarn [1-3]. Kpome Toro, gasbHeiwas

BOI'IpOCbI reMaTosiorMm/oHKONOrnn n nMmMmyHonartosormm B neguartpuu
2023 | Tom 22 | Ne2 | 113-122

cuHapomMa Ce3apu, KOTopblii cocTtaBnseT 5% B CTPyk-
Type NKJ/1, xapakTepnayeTcs Tpuagoli CUMNTOMOB: 3pUT-
poAepMueid, reHepann3oBaHHON nuMdageHonaTnein u
Hasmuvem onyxonesbix T-numdountos (knetku Cesapn)
B KOXe, nmMmdaTnyeckmx ysnax u nepudepmyecko
KpoBwu [4].

K atvnuudeim nposasnieHnam M oTHOCATCA runepke-
patoTuyeckune, 6ynnesHble, rpaHynemMaTosHble, MycTy-
ne3Hble n 6opojasyatblie MOpPaXeHus, Npu KOTOPbIX
NnocTaHoBKa AuarHosa ycnoxHsaetcs [3, 5, 6].

'M cocTtaBnseT 40-65% Bcex MKJ/1 y getein go
18 ner [7, 8] n Bcero 18% obuero umcna 3aperncTtpupo-
BaHHbIX CNy4YaeB, BK/IOYasA B3poc/bix [9].

Y peTeil 60/bLINHCTBO Cy4yaeB NposiB/ieHnss 3a6o-
NleBaHNA HaymMHaeTcs B BO3pacTe 6-8 net [10] u guardo-
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KINHNYECKWE HABNIOAEHNA

CTMpyeTCcAa B cpefHeM B Bo3pacTte 9-11 neT, a B peakux
c/yyasx BO3pacT Mpu NepBUYHON AMArHOCTUKE MOXET
pocturatb 14-24 net [10-12], uTo ewe pa3 cBuaeTe b-
CTBYET O C/IOKHOCTW MHTEpNpeTaunMn NOPadKEHNIA KOXM.

M 06bI4HO XapaKTepu3yeTcs TeYeHUeM HECKONbKUX
cTaguii: aputema/naTHo, 6nawku, onyxonb. Knac-
cuyecknum npossneHneMm M y B3pocC/bIX ABAAeTCSA
NnocTeneHHoe nporpeccmpoBaHne 6ecCMMMITOMHbBIX
YyellyyaTtbIX 3pUTEMAaTO3HbIX NATEH U 6nsWweK, 06bIYHO
B 3allWLLEHHbIX OT COMHLA MecTax, KOoTopble MOryT
TpaHcopMnpoBaTLCA B Y3€/KM/ONYX0N B TeYeHune
Heckonbkux net [13]. Y peTeit vaule BCTpeuyarTcs
paHHve cTaguu M, B mepByl ouvepenb Habnogaetcs
nATHucTas copma. B 60NbWMHCTBE UCCAEAOBaHUN
npeobnagalwmym BapnaHToM SABASETCA TMNONUIMeHTU-
poBaHHasa cdopma 'M, coctaBnstowas noytn 55-100%,
MHOrA4a OTMeYaeTcs MopaKeHwe TOMbKO OJHOW 06nacTu
[14-19].

ApyrMMmy pacnpocTpaHeHHbIMW BapvaHTamun ABNs-
oTCA Knaccuyecknii M, KoTopelli cocTaBnseT 15-40%
cnyyaes [20, 21], poNIMKYNOTPONHLIA BapuaHT - 3-36%
[11, 20] v noiiknnogepmaTosHbli MM - 5-26% [22, 23].

ECTb HECKO/IbKO HeOObIYHbIX BapyaHTOB, O KOTOPbIX
coobLlanoch y geTeli, cpean HUX XPOHWYECKWI nuxe-
HOWAHbI OTPYOGEBUAHLIA NMWai, NMUIMEHTUPOBAHHbIN
NypnypHbIA 4epMaTo30MoA06HbIA M, rpaHyeMaTo3HbIl
M, nxTno3ndgopmHbiii M, rMnepnUrMeHTUpPoOBaHHbIE
W BHYTPUPOTOBbIE MPOABMAEHUS, BOCMANUTENbHbIN
NuHeliHbI 6opoAaByaThiii anuaepmasbHblii HeByC [24,
25]. Coob6Lanoch TakKe 0 HECKOIbKUX PefKuX criydasnx
cemeitHoro 'M n '™ nocne TpaHcnaHTayuMm opraHoB
[26].

BonbwurHCcTBO cnyyaeB M y pgeTeil guarHocTu-
pytoT Ha paHHein ctagun (1A, 1B, 1IA) [8], B TO Bpems Kak
nporpeccupytouiee teyeHune (ctagusa IIB n Bbilwe) BCTpe-
YyaeTcsa pefko M MMeeT He6GnaronpuaTHbIA NPOrHo3 [16].
B Tabnunue 1 npeacTtaBneHbl pasfinyHble opmMbl M.

B ogHOM 13 cambiX 60MbWNX PETPOCNEKTUBHbLIX
uccnegosaHnii no M y geteil B rpynne us 34 nauu-
€HTOB MefnaHa BO3HVMKHOBEHWSA CYMIMTOMOB cCOCTasuna
10 (6-16) neT, a TOYHbIN gnarHo3 M 6bi1 nocTaBeH
B CpefiHeM Mo ucTedyeHun 4-5 neT nocne nosiBNeHus
nepBbIX cCMMNTOMOB. Ha paHHMX ha3ax uvalle Bcero
3BYYa/IM AMArHO3bl «3K3ema», «rncopuas», «BUTUIUTO»,
npu aToM ctagun 3abonesaHus He npesbiwanu I-lA.

Jetn ¢ nATHUCTO-nanysne3HbIMU AepmMarto3amMu
HEesICHOW 3TMONOMMW, C M/IOXMM OTBETOM Ha /IOKa/lbHOE
neyeHve B TeyeHue A/INTENBHOI0 BPEeMEHW [O0JIXKHbI
BbI3blBaTb Yy AiepmaTosiora nofospeHvie Ha TedyeHne ™M
B KayecTBe AnddepeHunanpHoro guarHosa u obssa-
TeNbHO NnoABeprarbcA GMONCUMU KOXM C MOcneayrowmum
MMMYHOTUCTO/IOTMYECKUM UCCefoBaHneM martepuana
[16]. Mocne nocTtaHOBKU AnarHo3a 3TUM 6OJbHbLIM, Kak
M BCEM MNauueHTam c numdomamu, HeobxoaMmo cTaam-
poBaHue - uccrefoBaHe KOCTHOTO MOo3ra, nposefeHune

Ta6bnunua 1

PasznnuHbie dhopmbl TM y geteit

Table 1

Different variants of mycosis fungoides (MF) in children

Knaccuyeckune gopmbl
Classic variants

MvnomrvieHTHe M OTpy6eBAaHbIA NIIXEHOUAONOA0GHLE T

Heknaccuyeckne opmbl
Non-classic variants

(55-100%) Pityriasis lichenoides-like MF
Hypopigmented MF T, (vrvedtHem
(55-100%) MyprypHbIA AepviaTo3)-rnoaooHsL M M
Knaccuueckn PPD (pigmented purpuric dermatosis)-like MF
(15-40%) paHynemarosHbi M
Classic MF (15-40%) Granulomatous MF
¢OJ'II'II/IKyﬂF|E)HbI/I ™ XxTrosugiopvHbLI T
(3-36%0) Ichthyosiform MF
Follicular MF (3-36%) MineprmrveHTHsM ™M
Mo HeCKU Hyperpigmented MF .
™ (5-26%) ™ € KpYMHOKIETOYHON A
Poikilodermatous MF MF with large cell transformation
(5-26%) '™ rocsie TpaHCrviaHTaLym opraHoB

MF after an organ transplantation

NO3UTPOHHO-3MWNCCUOHHOW TOMOrpPadn/KOMNbIOTEPHO
Tomorpadumn (MIT/KT) ¢ hbTopAE30KCUTNIOKO30M, YTO
NMO3BOJIUT YTOYHNTL JIOKYCbl MOPAXEHUS U OTCMEXMBATb
a(pheKTUBHOCTb Tepanuu.

KnuHuyeckoe ctafnpoBaHue MpoOBOANTCA UCXOAA
M3 pacnpocTpaHeHHOCTU 60NEe3HN U HaNnymsa onyxo-
neBblX y3M10B. MexayHapofHoe 06LWecTBO N0 U3Yy4YeHUIo
numcom koxu (International Society for Cutaneous
Lymphomas) n EBponeiickast opraHM3aums no n3yyeHuio
n nedyeHuto paka (European Organisation for Research
and Treatment of Cancer) npeanoxwam cuctemy crtagu-
poBaHusa 1 knaccudprkaumm M mn cuHgpoma Cesapu [27]:

- ctagma |A- natHa/6nAawkn 3aHMMaoT MeHee 10%
BCEWl MOBEPXHOCTW KOXMW MNauueHTa, HeT BOB/eYeHUs
KpPOBW, AOMYCTUMO Hanuume MeHee 5% aTUNUUHbLIX
T-KNeToK ¢ uepebpudopMHbIMU AapamMu  (KNeTku
Ceszapwn) B nepudpepuyeckoin kposm (T1, NO, MO, BO-D);

- cTagusa IB - natHa/nanynel/6nawky 3aHumatot 10%
NMOBEPXHOCTU KOXW U 6onee, HeT BOBNEYEHUS KPOBWU,
AonycTUMO Hannune meHee 5% aTtUnUYHbLIX T-KNeToK
(kneTkn Ceszapu) B nepuchbepuyeckoii kposu (T2, NO, MO,
B0-1);

- ctagusa lIA - nwobasa nnowaab nopaxeHusa (natHa/
nanynbl/6NAWKN) U KIUHUYECKA WU3MEHEHHble Mepu-
hepuyeckne numcoysnel (N1 unam ux nopaxeHue
™M (N2) 6e3 BoBneueHus kposu (T1-2, N1-2, MO, BO-1). B
5% cnyyaeB oTMeuyaeTcsa Anddy3Haa 60ne3HeHHas
3yadauias aputpogepmua ¢ knetkamu Cesapu (onyxo-
nesble T-nuMOLUTLI) B Konnyectse MeHee 5% B nepu-
hepuyeckoin kpoBu (cuHapom Cezapu onvcaH A. Sezary
nJ. Bouvrain B 1938 r.);

- ctagua 1B - 1 onyxonb unn 6onee gvameTpom
1,5 cm n 6onee, OTCYTCTBME WM HaulMyme MOpaKeHus
NMMA0y3/10B, OTCYTCTBME BUCLEPasbHOro NnopaxeHus
UM 3Ha4yMmoro nopaxeHus kposu (T3, NO-2, MO, BO-2);

- ctagua Il - saputema c BoBneyeHnem 6osnee 80%
MOBEPXHOCTU KOXW, OTCYTCTBME WAW Hanuyue nopa-
XeHUA NMMMAO0Y3/0B, OTCYTCTBUE BUCLEPasIbHOro nopa-
YXEHUA WM 3HAYMMOTO MOPadKEHNA KPOBW:

o ctagusa IlIA- T4 NO2 MO, BG;
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e ctaausa llIB - T4, NO-2, Mo, B1,

- ctagnsa IVAL - Hanuuue 6onee 1000 KkneTok
Ce3apy B 1 M1 KpOBY MPU MO3WUTUBHOW KNOHaNLHOCTH
(Ti_4, No-2, Mo, B2);

- cTtagna IVA2 - BoBsieyeHne pernoHapHbIX Wan
Andhpy3HbIX MMMEOY3N10B, Hanuune B HUX BONbLUMX
K/1aCTepoB aTUMUUHbIX K1eTOK (6onee 6 KNeTok) wnu
TOTaNbHOIo0 3aMelleHns nNuMdoysna onyxonesbiMu
knetkamu (T1-4, N3, MO, B0-2);

- ctagusa VB - BuUCLepasibHOE NOpakeHue: MeYeHsb,
cefnie3eHka, KOCTHbI MO3F, MOYKM, XXenyAoK, rOfI0BHOWN
mo3r (T NO* M1, BO-2)'

Kpome o6bema pacnpocTpaHeHus nporHocTuye-
CKOe 3HayeHue UMEIOT MOBbILEHNE YPOBHA NakTaTje-
rmaporeHasbl, pacTBopuMoro peventopa IL-2, ckopocTu
oceflaHns apuTPOLUTOB, YBEIMYEHME COAEPXKaHNSA 303M-
HohUNOB B KPOBU. K 6naronpusaTHbIM MPOrHOCTUYECKUM
hakTopaM OTHOCATCA MNOBbIWEHHOE cofepXaHue CD8+
T-knetok, FoxP3+T-perynsatopHbix knetok, CDla+paen-
OPUTHBIX KNETOoK B buonTare.

Mpn natonoroaHaTOMMYeCKOM UCCNefoBaHun 6uor-
TaTa KOXW 06HapyXuBalTCA XapakTepHble NpU3Haku
anugepmotponusamMa (82-100%), atunumyHble numdo-
untbl (82-100%), NnumMdonaHble KNeTku C OpeosioMm B
anuaepmuce (86%), ncesgoabeuecchl MoTtpue (16-60%)
N MHTpa3anuepmasibHble MMAOLUTLI, KOTOpbIE KpYyrHee
AepMasibHbIX numdountos. IMMYHOEHOTUNNYECKN 3TO
yaule CD4+ T-knetku (50-70%), pexe CD8+ T-kneTku
(20-67%) - BCcTpeuyaeTcsa NpU rMNONUIMEHTUPOBAHHOM
™ [28, 29].

XapaKTepHbIM MPU3HAKOM £BNAETCA Hanuuyue
3NNAEePMOTPONHbIX neputpepuyecknx T-nMmdoLnTOB
¢ heHoTnnom CD2+, CD3+ CD4+ u CD5+ u noteps wuim
yMeHbleHne kKonunyectsa CD7+numdounTos, 4TO
MOXHO Habnonatb B 70-90% criydyaeB faxe Ha paHHUX
cTaguax 3abonesaHus [29].

KnoHanbHble nepecTpoiikyu reHa T-KNeTOYHOro
peuenTtopa pacnpocTpaHeHbl y 90% B3poc/bIX nauu-
€HTOB ¢ 'M, AaHHble B OTHOLUEHWUWN AeTell HeOAHO3HAYHbI,
nuccnegosarteny NpMBOAAT YacToTy oT 20 o 80% [22,
30].

Kak npaswno, Bce cnyyan My geteli guarHoctmpy-
oTcA Ha paHHeli ctagum (1A, 1B, 1lA) n pexe nporpeccu-
pYyIOT B KOPOTKME CPOKK. Hanbosnee pacnpocTpaHeHHbIMU
mMeTogamu Tepanuu My geteii aBnsTca doToTepanus
N NIOKaNIbHOE fleYeHne - Tonuyeckue ctepounibl 1 LmTo-
cTaTuky (MexsiopaTaMuH Wan KapMycTuH). OnutensHoe
NPUMEHEHNE KapMyCTUHA MOXET NPUBECTU K BTOPUYHBIM
pakam KOXw.

Kpome Toro, npu NpoABUHYTLIX CTaamMsaX U peumamnsax
3aboneBaHna MCNONbL3YIOT peTuHouabl - GeKcapoTeH,
nHtepepoH-anbpa (MPH-a), HM3KMe [03bl METO-
Tpekcata (20-60 mr/Hen), MHIMOUTOPLI rMCTOHAeaue-
TMnas (0gobpeH TONbKO BOPUHOCTAT), IyYEBYH Tepanuto
(20-30 'p) n akcTpakopnopanbHbIA dhoTodopes [8, 31].
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BapuaHTbl hoToTEpanum BK/IOYAKT LWMPOKOMO-
NIOCHOE 1 Y3KONOoMoCHoe 065yveHne ynbtpadunonetTom
knacca B (Y®U) u cpoToxumuoTepanuio ncopasieHom
c obnyyeHnem ynbTpaduonetom knacca A (PUVA),
KOTOpble 06bIYHO M UCMOJL3YIOTCA B KAYeCcTBe Noaxoa
nepsoii nuHMK. doToTepanns okasbiBaeT BAMSHUE Ha
aHoMasbHble numdouuntbl npn M [32]. CywecTByeT
[OoCTaTouyHo AokasatenbcTB adppekTuBHocTn PUVA 1
Y®U B neveHnn geteii ¢ M c yacToToil oTBeTa 06bIYHO
> 80%. PUVA-Tepanus npoHukaeT rnybxe B nepmy
no cpaBHeHUO C YPU. OgHako MpoAONXKUTENIbHOCTb
pemuccun MoOXeT 6bITb gonblie npu PUVA (30-87 mec)
Nno cpaBHeHUO ¢ YOU (4-29 mec) [33]. YO npeanou-
TuTensHee PUVA y geTeii 13-3a NO6OYHbIX 3DDEKTOB
CMCTEMHOTO MncopasieHa, KoTopble MOryT BK/OYaTb PUCK
KaTtapakTbl WM BTOPUYHOrO paka Koxu [34]. Obwwe
no6oyHbIe ahPeKTbl 060MX METOLOB NIeHEHUS BK/IHOYAOT
aputemMy, obpasoBaHne BOAbIPEN, NeHTUro u pasgpa-
XXeHne pasnuyHoil ctenenn. CnegyeTt usberatb nepo-
panbHOro Mpriema ncopasieHa y fgeteli mnagwe 10 ner,
MO3TOMY XOpOLLEei anbTepHaTUBON ABASETCA MecTHas
PUVA-Tepanus [35].

OOblLLiee KO/IMYeCTBO CeaHCOB fleYeHNs (Kak UHAOYKLM-
OHHOrO, TakK Y NOAAEPKUBAIOLLET0) MOXET ObITb CBA3AHO
c 6onee gANTeNbHON pPeMUCCHeiRn U MeHbMM Konude-
CcTBOM peuunameoB (Tabnuvua 2) [20].

CuctemHasa Tepanus

'KC Ha o4yeHb paHHUX cTaansax 3aboneBaHus AaloT
B cpegHeM noutn 50% obuiero oTBeTa, BO3MOXHO
X co4yeTaHue C ToMuYeckumu petuHougamu [8, 36,
37]. Kpome TOro, npum Heob6XOAMMOCTU CUCTEMHOIO
neyeHns arpeccusHbIX hopm 3abosieBaHUA UCNOJb-
3Yyl0T Takue npenaparbl, Kak MNOCOMasbHbIA AOKCOPY-
6uLVWH, 6peHTyKcMmMab BefoTuH, ndocamug, atonosng,
remumtabuH. Mpu noATBEpXAEHUN nognexaiero uMMy-
HogedmLmMTa UM MPU HEAOCTATOYHO XOpOoLLEeM OTBeTe Ha
NepBUYHYIO TEpanuio MOXeT NoTpeboBaTbCA aslloreHHas
TpaHcnnaHTauMa reMono3aTUYeCKUX CTBOJIOBbIX K/TETOK
C MMeNoabnaTuBHbLIM PEXMMOM /1A SOCTUXKEHUSA MaKCK-
MasibHO nyuyllero pesynbtata [10].

Apyrve npenapartbl, Takue Kak mMoramynusymao,
anemMTty3ymab, WHIMOGUTOPbI MMMYHHbIX KOHTPOJIbHbIX
TOYEK, UHTMOUTOPBLI MCTOHA4eaueTUnasbl (BopuHocTarT,
poMuaencuH, naHobuHoctaT, 6enmMHOCTaT U PECMUHO-
cTar), npanaTtpekcar, )opoae3uH, AeHUNeRKUH angTu-
TOKC, AyBenmcuné, NneHanmaoMug, 1 3Beponvmyc, onucaHbl
B MCCMefOBaHWAX KakK Tepanuss BTOPOA NMHUM ANns
B3POC/IbIX MaLVMEHTOB, HEKOTOPbIE W3 HUX MOTYT ObITb
JOCTYMHbI W AN AeTeil B uccnepoBaTesibCKMX NpoTo-
konax [36, 38]. Hanbonee BaXKHbIMU NPOrHOCTUYECKUMU
hakTopamn ABNATCA cTagua 60/M1e3HN - CTeneHb U
naowanb NopaKeHUs KoXu, Haiuyne wam OoTCyTCTBue
BHEKOXHOIO MOPaXXeHUsi U OTBET Ha Tepanuio. O6Lmii
nporHo3 npu M y peteli 6naronpusTHeiii. Mporpeccu-

115



116

KINHNYECKWE HABNIOAEHNA

Tabnuua 2
OTBET Ha pacnpocTpaHeHHble MeToAbl fievHeHnsa

Table 2
Response to common treatments

K°nunyects® Bo3pacTt/pacnpegeneHue no

WccnepgoBsaHue

Number nony/popma
Study c Age/distribuﬁocrtl) b';/ sex/variant

CpepHuii Bo3pact

11 (4-18) neT/MY>XCKOWKEHCKUA -

13:10/knaccuyeckuii TM (26,1%),
rmnonurMeHTHbll TM (52,2%),
O.V. Ocampo u honnukynoTponHelii MM (17,4%),
coaBT. (2020) [9] 23
QOV. Ocampo, et (4,3%)
al. (2020) [9] Median age is 11 (4-18) years/
male:female ratio - 13:10/classic MF
(26.1%), hypopigmented u + (52.2%),

folliculotropic MF (17.4%), classic MF

with capillaritis (4.3%)

CpepHuii Bo3pact
13 (6-19) neT/MyXCKOIi:
XXEHCKUIA - 2:2/3pnTemaTo3Hblii/
4 rMnepnurMeHTUpPoBaHHbI
(n = 29; ™M (25%), apuTemMaTo3Hblii/

4 cnyvas -
Y.l. Kalay n coaBT. et
(2020) [36] no 2 ner)
Y.l. Kalay, et 4
al. (2020) [36]

rMNONUIMEHTUPOBAaHHbIR M ¢

(n=29; (25%)

4 cases- Median age is 13 (6-19) years/
children up to
2 years old) hyperpigmented MF (25%),
erythematous/hypopigmented MF
(25%), hypopigmented MF (25%),
hypopigmented MF with follicular

hyperkeratosis (25%)

Kknaccuuyeckuii 'M ¢ kKanunNapuTom

rMNONUIMEeHTUPOBaHHbI M (25%),
rMNONUIMEeHTUPOBaHHbLIA M (25%),

hONNUKYNSPHBIM FUNepKepaTo3om

male:female ratio - 2:2/erythematous/

Tepanus OTBeT
Therapy Response

Mo - 14 (64%),
YO - 8 (36%).
1. NO- 8 (57%),
4o - 6 (43%) (NO:YO0
¢ PUVA-BaHHOW - 2:2; PUVA +
N®H - MO)
2. NO- 6 (75%),
Yo - 2 (25%), ¢
Xxumuotepanuei - MO
3. Mpn NnpuMeHeHUn TONbLKO
KC - 4O, Bnocnegcteum YoU
+ PUVA B CBA3M C aKTUBHbIM
3aboneBaHvnem
CR- 14 (64%),
PR - 8 (36%).
1 CR- 8 (57%),
PR- 6 (43%) (CRPR in bath PUVA -
2:2; PUVA+IFN - CR)
2. CR- 6 (75%),
PR- 2 (25%);
with chemotherapy - CR)
3. In case of GCsonly - PR, later
UVR + PUVA due to an active
disease

doToTepanusa (n = 22).
1. PUVA- 14 (PUVA-BaHHa - 4,
PUVA + N®H - 1).

2. YPU - 8 (c xumnoTepanuein - 1).
3. Tepanusa Tonbko NKC - 1
Phototherapy (n = 22).

1 PUVA- 14 (bath PUVA - 4, PUVA +
IFN - 12).

2. UVR- 8 (with chemotherapy - 1).
3. Therapy with GCs only - 1

1. TKC, mecTHO GekcapoTeH, YPU
-1.
2. F'enb 6ekcapoTeH ANA MeCTHOro
npumeHexuns - 1.
3. PUVAc TKC - 1.

no- 2 (50%)
4o - 2 (50%) (Bce cnyuvawn
neyenuns PUVA)

4. PUVAc N®PH - 1 CR- 2 (50%)‘ )
1 GCs, topical bexarotene, UVR-1. PR- 2 (50%) (therapy with PUVA in
2. Topical bexarotene gel - 1 all cases)

3. PUVAand GCs- 1
4. PUVAand IFN- 1

Mpumeyanve. MO - nonHblli 0TBET; YO - YacTUUHbIN 0TBeT; TKC - rnoKoKopTUKoCTepouabl.
Note. CR - complete response; PR - partial response; GCs - glucocorticoids; UVR - ultraviolet radiation; PUVA - phototherapy (psoralen and long-wave ultraviolet radiation); IFN -

interferon.

poBaHue A0 No34HWUX cTaguii M® B feTCTBE NPOUCXOAUT
pefko (4%). Mokasatenn BbbkMBaeMocTu yepe3 5 n 10
net Ha6nwpgeHusa coctaBnsaT 95% u 93% cooTBeT-
CTBEHHO [36, 37].

KNUHWUYECKWI CNYYAN

Manbuuk &®., 11 net, noctynun B HMWL, AOTOU
uMm. OAmutpua Poradesa c xanobamu Ha nopaxeHue
KOXW rofioBbl. VI3 aHaMHe3a M3BEeCTHO, 4YTO Y pebeHka
B BO3pacTe [0 1 roga oTMeYaIucb YMepeHHbIe NposB-
neHua kceposa. lMocne 1 roga »XwW3HW - aTtonuye-
CKWIi gepmaTuTt, BOSHOOGpa3HOe TeyeHue, nony4van
aHTUTMCTaMWHHbIE, TOonuMyeckne crtepougbl, ¢ YO Ha
Tepanuio. Pogutenu nauueHta fJanu corjacue Ha
ncnosib3oBaHne uHdopmMauun, B ToOM uyucrne ¢oTo-
rpaduin  pebeHka, B Hay4HbIX WCCAefOBaHMAX
n Ny6nKaunsx.

C 4 net nosiBUMCA oyvar asioneumn Ha Koxe ronosbl
C Mef/IeHHbIM nporpeccuposaHneM. bbin 3anogo3peH
MWKO3, B CBA3W C YeM MNauueHT nonydasl npoTuBorpuno-
KOBYIO Tepanuio, 6e3 3HauMmMoro agppexTa.

B 5 net nosBunacsa oyar wWenyweHns Ha BOMOCUCTOM
4yacTu rosioBbl, oyaroBas anorneuus. B Teyenne cnepy-
IOWMX 6 Mec pocTa BOJIOC B 30HE MOPaXKEHUSA He OTMe-
Yyanochb.

B 7 net nposoguniacb NOBTOPHasA KOHCYNbTauus
JepMaToBeHeposiora B CBAA3N C MOSBMIEHNEM OTEYHOCTU
NeBoVi TeMeHHON o6nacTu. Mpn MUKPOCKONUK - MULLENNA
rpu6oB He o06HapyxeHo. lMpoBoguiace NPOTUBOrPUG-
KoBasi Tepanus Tepbusunom - 6e3 ynydweHus. Jlabopa-
TOPHO OTMeYeHOo nosbileHne IgE ao 1293 ME/mn.

B okTa6pe 2017 r., B BOo3pacTe 7 NeT, B TeyeHue
9 gHeld nonyyan NPefHW30/10H (JO3MPOBKN HEU3BECTHbI),
C BPEMEHHbIM KpaTKOBPeMEeHHbIM y/ydlleHneM. B anHa-
MVKE - OTEYHOCTb TEMEHHOW 061acTy yMeHbLWIach K
KOHLYY Kypca, OfHaKo MOABUNCH Y3/1bl, KOTOPbIE COXpa-
HAIOTCA [0 HACTOALLEro MOMEHTA.

B nekabpe 2017 r. npoBefeHa MyHKLUMOHHasA Guoncus
BOJIOCMCTOW 4acTu TrOM0Bbl - BbISABMEHbI MPU3HAKK
MacCVBHOIO MOJIMKNOHAIbHOTO MHMUAbTPaTa KOXW,
NpevMyLLLeCTBEHHO 13 MeJIKUX iuMmdoumnTos; 25.04.2018
BbINOMIHEHA MOBTOPHAA MYHKUWOHHAsA OUOMCUSA KOXK
rofioBbl, Mo pesysnbraTtam rMcTosIoOrMYeCcKoro uccnemo-
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BaHWA MO MECTY XWUTeNbCTBa - NCeBAONMMMpOMA KOXMU.
Pe6eHOK KOHCY/IbTMPOBaH MMMYHO/IOTOM, 6bla 3anofo-
3peH NepBUYHbIA UMMYHOAEMMUNT, runep-1aE-cuHapom.

Ha komnbloTepHOW ToMorpaduu rpyaHoOR MoaocTu
B MioHe 2018 TI. - eAVHUYHbLIA Y4acTOK YNJIOTHEHNS B
S4 npaBOro Nerkoro, BepOATHO, NOCTBOCMa/IMTENbHOIO
xapakrtepa. Tybepkynes, napasutapHole 3abonesBaHus
NCK/OYEHBI.

B 8 net (okTA6pb 2018 r.) nony4dan nevyeHue
[arncoHOM C AMarHo30M «303MHOW/bHbINA NYCTYE3HbIN
onnukynuT», acpekta He 0TMEYas1oCh.

Ha komnbloTepHOW ToMorpaduu rpyaHoOn noaocTu
oT 16.07.2019 oTmMevaeTca oTpuuaTtesibHaa AuHa-
MWKa MO CPaBHEHUID C NpeAblAyWwuM UccnefoBaHueM.
B 060ux NeroyHbix nonsx Ha hoHe ob6oralieHHOro
NeroyHoro pucyHKa MoABUINCb MHOXXECTBEHHbIe
CBEXMWe, HeyeTKo OYepyeHHble ovyarm UHMPUMNb-
Tpauun cnaboit n cpegHei cTeneHn MHTEHCUBHOCTU OO0
6 MM, OKPYXEeHHble 30HOW nepudoKanbHOro ynnaoT-
HEHMA MO TUMY «MaTOBOro cTekna», noao3pu-
TeNbHble Ha nposBfeHus cuHgpoma Jleddpnepa. C
06enx CTOPOH COXPaHAKTCA yBesIMYEeHHble MNOAMbI-
lweYyHble NuMA0yY3/bl - cnpasa o 11 K 19 MM, cresa
0o 10 k 17 mw.

B aBrycte 2019 r. BnepBble KOHCY/IbTUPOBAH rema-
TONOroOM ¥ MmmyHosnorom B HMWL, AFrOUV um. OmuTpus
PoraueBa, pekoMeHA0BaHO A006cefoBaHve AN UCKIH0-
YeHUs CUMHAPOMAasbHbIX 3a6o0/eBaHuil, B TOM u4ucne
nepBMYHOro UMMyHogeduumTa.

B 9 net (ceHTA6pb 2019 r.) oTMeyanacb OTpu-
uarenbHas guMHamMuKa B BUAEe YBE/IMYEHUS OTEYHOCTU
KOXXW rofioBbl, MPaBON YLIHOM PakOBWHbI, KaTapasbHbIX
nposieneHnii 6e3 nuxopagkn. PebeHoK NMOBTOPHO 6bin
KOHCYNbTUPOBAH WMMYHOJ/IOTOM, pPEKOMeHAoBaHa
AnuTenbHan aHTubakTepuasbHasa, NPoTUBOrpuoKoBas
Tepanus, BbINOJIHEHME MOJIHOTO 3K30MHOMO CEKBEHMU-
poBaHus.

PucyHok 1
BHelwHwin Bug naumeHta &.

Figure 1
The appearance of patient E

BOI'IpOCbI reMaTosiorMm/oHKONOrnn n nMmMmyHonartosormm B neguartpuu
2023 | Tom 22 | Ne2 | 113-122

MonHoe 3k30MHoe cekBeHupoBaHue (MAO «LleHTp
rEHeTUKN N PenpoAYKTUBHON MeanuUMHbl « eHEeTUKO»)
BbisBUNO MyTaumto COL17AL ¢.2515+2T>0 B reTepo3u-
FOTHOM COCTOSIHUM HEACHOIO K/IMHWYECKOro 3HavyeHus.

23.09.2020 BbINOSIHEH MepecMoTp 6GUONCUIAHOTO
maTtepuana ot 2018 r. 8 HM/L, ArOA vim. OmuTpua Pora-
YyeBa - Mopdhosiornyeckas KaptmHa v UMMYyHOEHOTHUN
NMHUNbTPaTa He Mo3BONAKT UCKMUNTL TM, nepudo-
KasibHOe M3MeHeHue npu aHrmonmmounaHoin runep-
nnasuy ¢ 303nHouNne.

Mpn noctynneHun B HMWL, OO vm. Omutpus
PoraueBa (sHBapb 2021 r.): nNpM OCMOTpe OTMEYEeHOo
pacnpocTpaHeHHoe MnopaXeHue BOJIOCMCTOW YacTu
KOXW TOJIOBbl - BblpaXXeHHass OTEYHOCTb, WHAUNb-
Tpauma (y3nbl), runepemusi, ¢ O6UMbHLIM LLenyLweHem
(pPUCYHOK 1), B OCTa/IbHOM KOXa Ha BCeli MOBEPXHOCTU
Tena C BbIPKEHHbIMW NPOSIBIEHUSIMU KCEPO3a; LueliHas
numdageHonatums.

Mpn MynbTUCAWPANbHOW KOMMbIOTEPHON TOMO-
rpadomun opraHoB rpygHON KNeTKM OTMEUYEHO yBemyeHne
WenHbIX NMMdaTMyecknx y3nos, o4aroBoe M WMHTep-
cTUuManbHoe nopaxeHne 060MX Nerkux, nopaxeHue
NMMAOY3/10B 1 oYaru B JIETKUX pacLeHeHbl Kak MeTa-
cTaTnyeckoe rnopaxeHue (PUCYHOK 2).

MyTauwnii B reHax PDGFRA, PDGFRB, PGFR1 npu
nccnegosaHun metogomMm FISH He o6HapykeHo.

Mo paHHbIM M3T/KT Ha MOMEHT wuccnepo-
BaHMA onpepjenseTca naTtosiormyeckas MeTta-
6onnyeckas akTWUBHOCTb B YTO/NWEHHON K
YMNJIOTHEHHOW KOXE W MOAKOXHON >XUPOBOIW KneT-
yaTke rosoBsbl, MMMaTtuyecknx ysnax (SUVn = 3,5)
M y3/10BbIX 06pa30BaHUAX LLEen, HaAKMOUYUYHBIX uMda-
TUYECKUX Yy3nax, NumpaTtuyecknx ysnax BepxHero
cpepocTeHusa (SUVN& = 2), noAMbIWEYHbIX nuMmgaTtn-
yeckux y3nax (SUVna = 2,1), naxoBbIX MMMEaTUIeCcKnx
y3nax cnesa, numMmdarnyeckmx ysnax u ynioTHeHUu
MOAKOXHOW XMPOBOI KIeT4YaTKU NaxoBoi U 6eapeHHO
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obnactn (SUVnax = 2,5) cnpaBsa, Nerknx; acummeTpus
HEOHbIX MWHIA/IMH C HEPaBHOMEPHO MeTabonnyecKoi
aKTVBHOCTbIO.

B remorpamme - abCconoTHOE M30MPOBAHHOE YBEN-
yeHne 303uHouNoB (Tabnuua 3). B muenorpamme -
HOPMOK/IETOUHBIA, MNONAMMOPMHBIA NO COCTaBy KOCTHbIN
MO3r, COAEPXUT yMEPEHHOe KOMNYECTBO HEeNTpasibHOro
Xvpa v CTpOMasibHbIX 3/1IeMeHTOB. MerakapmounTapHbIii
pOCTOK pacluvpeH. YacTb MerakapvoumnToB «LLHYPYHT»
TpomM60oUNTbLI. HEeATpodnabHbIA POCTOK CY>XXEeH, YacTb
HeNTPoMNI0B C yMEPEHHbIMY YepTamn aucnoasa (rmno-
rpaHynsApHOCTb, AMccoumauma co3pesaHnsa saapa u LmTo-
nnasmbl). Co3peBaHne HENTPOIMIOB He HapyLleHo.
CogepxaHue 303MHOUIOB yBenndeHo (11,5-12%),
npeo6nagaT 3penbie opmbl. JIMMGOUAHbLIA 1 MOHO-
LMUTapHbIA POCTKM paclumMpeHbl. DPUTPOUAHBIA POCTOK
CYXEH.

VIMmyHoheHoTUNMpOBaHe NMMAOLIUTOB NpescTas-
neHo B Tabnuue 4.

Bbina npoBefeHa 6VONCUS KOXW FON0Bbl U IMMADO-
y3noB B Yycnosuax HMUL, OO vm. OmuTpua Poradesa.
B uccnegyemom matepuasie mopdosiornyeckas KaptmHa
1 UMMYHOPEHOTUN cOOTBETCTBYIOT M. TKaHb numdaTu-
YeCKOro ysna c npu3Hakamu peakTUBHOW gepmaronaTu-
yeckoi numcpageHonatum (PUCYHKM 3, 4).

YuntblBass KAVUHUYECKYHO KapTUHY W pe3ynbTaTbl
rMCTONOTMYECKOr0 UCCNefoBaHNs, pebeHKy yCTaHOB/eH

PucyHok 2

MynbTCnnpasnibHas KoMMboTepHasn TOMOFpa(*)I/Iﬂ opraHoB
rpy,u,H017| KNeTku naupeHTta .

Figure 2

Multislice computed tomography (MSCT) scan of the patient
F's thoracic organs

Ta6bnuua 3
emorpamma nauveHta @.
Table 3
The patient F's complete blood count
Femorno- SpuTpo- TpoM6GoLUuTSI, Nedikouy-

[Oata 6uH, r/n LWIT'E X x 109n E_l(’)lg;(
Date Hemoglobin, 10170 Platelets, x

L RBCs, X 1091 WBCs, x

9 104L 109L
14.01.2021 17 46 369 9,28
28.01.2021 112 447 320 104

AnarHo3: 'M, (3110kayecTBeHHas KoxHas T-KneTo4yHas
numaoma), ctagusa 1B (T3NIVOBM):

e T3- lysen wm 6onee > 1 cm B AnameTpe;

* Nb- nepudepunyeckne numdarnyeckme ysnbol
yBenuyeHbl; rucronatonorusa Dutch grade 1 nam NCI
LNO-2, K/IOH-MO3UTUBHBI;

* MO- HeT BOB/leYEHNSA BHYTPEHHUX OPraHos;

* B(b- oTCcyTCTBME 3HAYUTE/ILHOTO BOBJIEYEHUS
KPOBU: aTUNu4Hble KNeTkn (kKnetkn Cesapu) cocTaBnsaoT
< 5% numdounToB Nepndieprnyeckoii KpoBM, KOH-Mo-
3UTVBHbI, AeTeKTpoBaHa MOHOK/IOHa/IbHas T-K/ieToyHas
nonynauma ¢ 6uannenbHoil NepecTpoiikoin /OKycoB
TCRG n TCRB.

01.03.2021 nauueHTy (PUCYHOK 5) HauyaTa Tepanus
MeToTpekcatoMm B fo3e 20 mr/m2 1 pas/Hep, 6ekca-
potreHoMm 350 Mr/M2, naaHUpoBasioCb MpPUMEHeHne
KenunkKca, HoO Ha nepBOe BBeAeHWe rnpenapata B f03e
20 Mr (00 BHYTPMBEHHOrO BBEAEHUS) y pebeHka pa3Busca
aHahunnakTMYecKnii LWOK, B CBA3W C YeM ero BBedeHue
npekpaweHo. YuutbiBas nopaxeHve numMdoys3nos oT
nposefeHnss PUVA-Tepanuu 6b110 peLleHo o0TKa3aTbCs.

OpHako yepes 6 Mec (PUCYHOK 6) Ha choHe npoBeseHNst
Tepanun y pebeHka OTMeYeH KOHIIOMepaT LUeiHbIX 1mmdo-
y3/10B cneBa Ao 5 cM B guameTpe. Mo AaHHbIM KOHTPOSIbHOM
M3T/KT y nauueHTa 3adMkcmMpoBaHa nporpeccust 3aborne-
BaHUA B BUE YCUIEHNA HAKOMIEHNA pagvodhapMnpenapara.
Mpn cpasHenun ¢ MNIT/KT ot 18.01.2022 onpepenseTca
yBeNMUyeHre MeTabo/Myeckoin akTMBHOCTMN B U3MEHEHHOM
KOXe M MOAKOXHOI XMPOBOW KNeTyaTke rosioBbl, B AnMda-
TUYECKUX Yy3nax LUen, OKOMOYLUHbIX W HaAK/TUYUYHBIX
NMaTUYECKNX y3/1ax; COXpaHSAeTCA MOBbILLEeHHas MeTa-
60nmyecKas akTMBHOCTb B MapeHXMME SIerkvix; HakonieHve
pagvodhapmnpenapara B NoAMbILLEYHBIX TMMAATUYECKUX
y351ax, KOpHe MpaBoro fIErkoro, Hapy>kHbIX NOAB3AOLLHbIX,
NaxoBbIX U 6epeHHbIX NMM{aTUYECKNX y3N1ax He NpeBbl-
LLIAeT HaKOM/IEHVE B MEYEHW.

PedepeHcHble 30HbI: neveHb (SUVN& = 1,6, paHee
SUVnax = 1,2), nyn kposu (SUVnm = 1,1, paHee
SUV g = 0,7).

MeTabonnyeckas aKTMBHOCTb:

e B YTO/WEHHOW (g0 33 MM, paHee A0 27 MM) U
YNJIOTHEHHON KOXe W MOAKOXHOI XWPOBON KnetyaTke
ronoBbl, NPeVMyLWEeCcTBEHHO B BOJIOCMCTON 4acTu
(SUVm(: 8, paHee SUVm(: a4,7);

* B IMMaTMYeCKMX y3nax Wweun ¢ 2 CTOpoH (go 22
MM MO KOPOTKOI OCW), CAMBAIOLLMXCHA B KOHINOMepaTsbl,

Helitpodu- Basodu- Numdoun- MoHouu- 303nHOpU-
nbl, X nbl, X Thl, X Thl, X nbl, X
109n 109n 109n 109n 109n

Neutrophils, x Basophils, x Lymphocytes, x Monocytes, x Eosinophils, x

L gL 109L 109L
2,02 0,25 4,48 0,67 1,86
207 017 494 1,12 2,18
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Tabnuua 4

MMmyHogheHoTUNMpoBaHue NMMOoLMTOB nauyueHTa @.

Table 4

Immunophenotyping of the patient F's lymphocytes

MokasaTtenb
Parameter

Qi3+rm I (T-kneT), K 108mn
CD3+lymphocytes (T cells), k 106mL

CP3+CP8+- | K 108mn
CD3+CD8+-lymphocytes, k 106mL

H-VoLpTsL K 10@mn
CD3+CD4+-lymphocytes, k 106mL
CD19+n I (B-knetw), K 108m1
CD19+-lymphocytes (B cells), k 106mL
(D8 CD16+CD56+mvidoLTh
(NKknetk), K 108mn
CD3-CD16+CD56+-lymphocytes
(NK cells), k 108mL
(DASRAHDII7+ (T-HavBHb e KIETKY),
KNETOK/MKN
CD45RA+CD197+ (T naive cells), cells/pL

CDASRA CD197  (adatheKTopHbIe KNETKA
NamvsT), KIETOK/MKIT

CD45RA-CD197- (effector memory cells),
cells/pL

PucyHok 3

Pe-
3ynbTar
Result

4,08
08

314
017

035

184,62

2047,33

Mopdcponormueckasi KapTHa GUONCUK KOXK
A- TKaHb KOXV C UH(DWILTPATOM, PacriofIoKeHHbIM B BUAE HOAy/El, TpaHCMypaibHO A0 TUNoAEepMbl (OKpacka reMaToKCUIVHOM 1
303vHOM, K 20); B- KNeTK1 UHUbTpaTa MeJIKoro pasMepa, PacrofiokeHbl MHTEPCTULMAITLHO, 3MIEMEHTbI COAePXaT HEGObLLYIO
LMTOM1a3My U KOHBY/ITUBHO 3aMSITOE SAPO0 (OKpacka reMaToKCUIMHOM U 303vHOM, K 200); B- onyxonieBbiii MHMLTPAT ¢ npu-
3HaKaMM1 3NUTENMOTPONM3MA, OMPEAENSTCS PaspyLLEHHbIE ANMUTENMATIbHBIE CTPYKTYPbI BOIOCSHBLIX MyddT (OKpacka reMaToKcu-
JIMHOM 1 303VHOM, K 200); - Mesikue onyxofieBble IMMCOLTBI C MPUMECHIO KPYMHBIX MCTUMOLMTOB (OKpacka reMaToKCUIMHOM 1

303UHOM, K 400)
Figure 3

Hopmanb-
Hble 3Haue-
HUs
Normal range

(1,40-2,00)
(0,60-0,90)
(0,70-1,10)
(0,30-0,50)

(0,096-1,33)

The morphological ?]attern of a skin biopsy specimen
t

A- the skin tissue wi

OKOJIOYLUHBbIX 06/1aCTAX C 2 CTOPOH, MPenMyLLECTBEHHO
cnesa (18 K 24 mwm, paHee o 15 K 26 mM; SUVnax = 9,
PaHee SUVna = 4,1);

* B HaAKMOUYMYHbLIX NUMMpaTNYecKmnx ysnax c
2 CTOpOH, npeumyliecTBeHHO cneBa (0o 17 MM no
KOPOTKOW ocu, paHee go 14 mm; SUVnax = 5,4, paHee
SUV e = 2,2);

* B HAPYXXHbIX NOAB3A0LUHbIX, NaxoBbIX N 6eApPeHHbIX
MM atnyecknx ysnax, YnaoTHEHWAX MNOAKOXHOM
XNPOBOI KnetyaTky, acumii NoAB3AOLUHBIX, MNaxX0oBblX
obnacTeil, 6egep, nNpeumyl,ecTBEHHO crpasa
(SUV =19, paHee SUV =1,8);

* B Nnerknx - Anddy3Ho-NnoBbILLEHHOE HaKo-
nneHve paguocpapmnpenaparta (SUVna = 1,3, paHee
SUVnax = 1,2), BO3AYLIHOCTb /IEFOYHON TKaHU Anddy3-
HO-HEPaBHOMEPHO CHIDKEHa.

MposeneHa 6uoncua numdoysna - B uUccnepno-
BaHHOM MaTepviane npusHaky nopakeHusa numdaTtnye-
CKOro y3na cybctpaTtom T-KNeTouHOoN mmdomsl, M.

an infiltrate located in the form of nodules, transmurally up to the hypodermis (hematoxylin and eosin staining, k 20);

B- cells of the infiltrate are small in size, located interstitially, the elements contain little cytoplasm and cerebriforms nucleus (hematoxylin
and eosin staining, K 200); B- tumor infiltrate with the signs of epitheliotropism; d%tro?/ed epithelial structures of hair muffs are seen (he-

rr?to%);ylin and eosin staining, k 200); I'- small tumor lymphocytes with an admixture o
K

A

-1V .
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large histiocytes (hematoxylin and ecsin staining,

B
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PucyHok 4
VIMMYHOTMCTOXMMUYECKOE KcCe-
JoBaHue buoncuiiHoro martepuana
A- KNETKM OnyxoneBoro MHWb-
Tparta aexkopuposaHbl CO3, K 20;

B- onyxonesble T-nMMAOLUTHI
pacnonioxkeHsl cybanuaepmMarisHo,
BaXKHO, YTO B JaHHOM Crlydae anuaep-
MOTPOMW3M MUHUMAILHO BbIPEKEH, K
200); B- onyxonesble T-nMmoUmTbI
C BbIpaXXeHHbIM 3MUTE/IMOTPONU3MOM
anuTenMansHoli MydhTbl Bosoca,
CXOXasl KapTVHa TakKe BbisB/ieHa

B BO/IOCSHbIX (honmkynax, AaHHbIA
BapuaHT M onpeaensetca Kak ¢oos-
JMKyNOTPOMHbIA, K 400

Figure 4

Immunohistochemistry of the biopsy
specimen

A- the tumor infiltrate cells are deco-
rated with CCB, kK 20; b- tumor T lym-
phocytes are located subepidermally;

It is important to note that in this case,
epidermotropism is minimal, K 200;

B- tumor T ocytes with merked
epitheliotropism of the epithelial hair
muff; a similar pattern was also seen
in the hair follicles, this variant of MF is
defined as folliculotropic, k400

YuutbiBaA oTcyTCTBME addrekTa OT NpPoBOAM-
MOro sieyeHnss ¥ nporpeccuio 3abonesaHus, B Kadve-
CTBE BTOPOWA AMHUM 6bINO peLleHOo HavyaTb Tepanuio
remumtabuvHom B Ao03e 1200 Mr BHYTpMBEHHO Ha 1, 8,
15 n 25-e cyTKn 1 H6peHTyKcnmabom BeAOTVHOM B 03€e

PucyHok 5

MauueHT ®. yepe3 3 Mec OT Havyasia Tepanuu 6ekcapo-
TEHOM W MEeTOTpeKcaTom

Figure 5

Photographs of the patient F. taken 3 months after the start
of therapy with bexarotene and methotrexate

PucyHok 6
Mporpeccus 3ab60neBaHNA

Figure 6
The progression of the disease

1,8 Mr BHyTpuBEHHO 1 pa3 B 3 Hepn, Ha hoHe 3TOWA
Tepanuu JOCTUTHYTO ynyylieHne (PUCYHOK 7).

B panbHeiiwem pebeHKy nnaHvupyeTcs ranjougeH-
TUYHAA TpaHCnnaHTaumMa remorno3TUYeCKnX CTBOJIOBbIX
K/TIETOK OT POACTBEHHOro foHopa (6par).

3AKNIOYEHWE

MpeAcTaBNeHHbI KAWMHUYECKUA cnyyali femMOoH-
CTpUpyeT TPYAHOCTM AMArHOCTUKWU W BefeHus nauu-
E€HTOB AeTcKoro so3pacta ¢ 'M. 'M Ha paHHUX cTaguax
MOXeT MMUTUPOBAaTb pas/INyHble XPOHWYecKne 3abo-
neBaHns KOXu, 4YTO 06ycnoBnvMBaeT ANUTENIbHOCTb
ero pacrnosHasaHus, NPOAO/XUTENbHOE HabnoaeHve
N OTCYTCTBME CBOEBPEMEHHOr0 neveHus. Meauartpbl 1
Aepmaronory foMXKHbI 3anofo3puTb KOXXHOe HoBOOGpa-
30BaHWe y JeTeil ¢ Nporpeccrein KOXHOro nopaxeHus,
He OTBeYalolWero Ha CTaHfapTHY0 MECTHYH Tepanuio,
M y)Ke Ha paHHWX 3aTanax HasHayartb 6uoncuto odyara

PucyHok 7

Uepes 2 mec OT Havasia Tepanuu reMumTabuHom u
B6PEeHTYKCMMaboM BEAOTVHOM

Figure 7

Photographs taken 2 months after the start of therapy with
gemcitabine and brentuximab vedotin

Pediatric Hematology/Oncology and Immunopathology
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nopaxeHns ¢ obsa3aTtesibHbiM ped)epeHcoOM OHKoMaTo-
nora, 4to6bl 06ecneynTb CBOEBPEMEHHOE Hamnpas/ieHne
K Y3K/M crneupanuctam, AuarHocTuky u nevyeHue. 13-3a
pefKocTM BO3HMKHOBEHUA B [ETCKOM BO3pacTe paspa-
60TKa ahheKTMBHbLIX U 6e30MacHbIX CXem sedeHns ™
no-npexHemy ABASETCA akTyasbHOW 3agadein, Tpeby-
loLeli MyNbTULEHTPOBOrO NoAxoAa.

121

NCTOYHVK ®UHAHCUPOBAHNS
He ykazaH.

KOH®INKT MHTEPECOB
ABTOpbI CTATb NOATBERAWW OTCYTCTBME KOHGYWIKTA VHTEPECOB, O
KOTOPOM HEOGXOMIVO COOOLLUTD.
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