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AHHOTALIUA

JiumboMaTonaHbIi Nanynés — peaKuid BapuaHT T-KNETOYHbIX UM@onponmdepaTMBHbIX 3aboneBaHuiA, NepBUYHO Nopa-
Xalowmii Koxy. 3aboneBaHne XxapaKTepu3yeTcsl XPOHUYECKUM PELMAMBUPYIOLLMM TeYEHWEM U CNOCOBHOCTBI0 K CIOHTaHHOM
perpeccun. Yaule BCero nMMMQOMaTOMIHbIA Nanyneé3 NposBMISETCA PeLMAMBUPYIOLLMMA HOBOODpa3oBaHMAMM MO TUNY na-
ny”n, KONMYECTBO KOTOPbIX MOXET BapbupOBaTh OT eAMHUYHBIX A0 HECKOSbKMX COTeH. CXOACTBO NMMQOMaToMaHOro nany-
nésa ¢ apyrumMu nuMdonponudepaTBHbIMU, BOCANUTENbHBIMA U MHPEKLMOHHBIMU NPOLECCaMU 3HAUUTENBHO YCOMHAET
npouecc BepuduKaummu auarHosa. OuddepeHumanbHan AUarHocTKa A0/KHA NPOBOAUTLCA C MEPBUYHON KOXHOM, a TaKKe
CMCTEMHOW aHaNMaCTUYECKOW KPYMHOKNETOYHON NMMGDOMON C MOPaXEHUEM KOXM, rPUBOBUAHBIM MUKO30M, T-KIeTOYHOM
nMdoMoit/nenko3oM. TwatenbHas AnddepeHumManbHas AMarHoCTUKa 0COBeHHO aKTyanbHa B MpaKTWUKe Bpaya-neauatpa,
MOCKOJIbKY Y [LeTei 3/1EMEHTBI ChiMM 3a4acTyl MOTYT BbiTb NpeACTaBfeHbl Y3/0BbIMA UM HEKPOTUYECKUMM 00pa30BaHUs-
MW, 3pUTEMATO3HBIMM W YELLYNYATbIMU NATHAMU, YTO MOXKET UMUTUPOBATL LUMPOKWIA CNEKTP Ho30M0rMiA. CTaHAapThl Tepanum
AaHHOro 3abonieBaHUs He pa3paboTaHbl, NeyebHas TaKTMKa 3aBUCKT OT PacNPOCTPAHEHHOCTU MOPaXKEHWI U BapbyUpYeT OT Ha-
bntofieHns Ao HasHayYeHMs MIIOKOKOPTUKOMA0B, NPOTMBOOMYX0JEBbIX W TAapreTHbIX Mpenaparos.

C yyétoM cobCTBEHHOrO U NUTEpaTypHOro OMbiTa B AaHHOW NybnuKaumm npefacTaBneHbl AuddepeHUnanbHo-AnarHocTuye-
CKWe KpuTepun numdomatoupHoro nanynésa. OnucaHbl KIMHUYECKME U MOPGOMMMYHOTMCTOXUMUYECKME XapaKTEPUCTUKM
NaTeNor1yecKoro NpoLiecca Npy KaxaoM BapuaHTe 3aboneBaHus. Ocoboe BHUMaHMe yaeneHo BbIOOpY TaKTUKW Tepanuu: Ba
nawumMeHTa nocne NoLTBEpPXAEHNUS AMarHo3a 0CTaBaiMCh NOA HabnoLeHNEM, aKTUBHasA nedyebHas TakTUKa UM He NpOBOAM-
nacb; TPETUI NALMEHT C YYETOM 3HAYMTENILHOMO 00bEMA NOPaXKEHMs 1 OTCYTCTBUA 3P dEKTa Ha TOMUHECKYIO TEpaNMIo NoJTyYan
TapreTHbIA Npenapat bpeHTyKcUMab BeAOTUH C NOJHBIM 3D deKTOM.

[ins cBOEBpPEMEHHOM AMArHOCTMKM NUMGMOMaTOMAHOMO Nanynesa HeobxoAMMo 06 beaMHeHMe YCunuiA A,epMaTonoros, remMaro-
110roB U NaTonoros, 0600LLEHNe KIIMHUYECKUX 0COBeHHOCTEN Ans Bblbopa ONTUMAabHOM TAKTUKM JIeYEeHMS.
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Differential Diagnosis of Lymphomatoid Papulosis
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ABSTRACT

Lymphomatoid papulosis is a rare T-cell lymphoproliferative disorder that primarily affects the skin. It is a chronic, recurrent
condition that sometimes regresses spontaneously. Lymphomatoid papulosis is typically manifested by recurrent papules
ranging in number from a few to several hundred. Lymphomatoid papulosis has similarities with other lymphoproliferative,
inflammatory, and infectious diseases, which makes diagnosis verification challenging. Differential diagnosis between
lymphomatoid papulosis and primary cutaneous lymphoma, as well as systemic cutaneous anaplastic large cell lymphoma,
mycosis fungoides, and T-cell lymphoma/leukemia, is required. Comprehensive differential diagnosis is especially relevant
in pediatric patients, given that skin rashes in children are frequently represented by nodular or necrotic lesions, as well as
erythematous and scaling patches, which may correspond to a wide range of medical conditions. There is currently no standard
of care for lymphomatoid papulosis; the treatment strategy depends on the severity of lesions, ranging from case follow-up to
glucocorticoid, anticancer, or targeted therapy.

This paper presents differential diagnosis criteria for lymphomatoid papulosis, based on the authors’ own experience and
published data. The paper describes clinical and morphoimmunohistochemical characteristics for each type of the disease.
A special emphasis was placed on selecting the treatment strategy. Two patients were followed up after diagnosis verification,
but did not receive active treatment. The third patient, who had severe lesions and did not respond to topical treatment, received
targeted therapy with brentuximab vedotin, which was highly effective.

Dermatologists, hematologists, and pathologists must work together to diagnose lymphomatoid papulosis promptly, and the
treatment strategy must take into account all clinical features.
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JEPMATOOHKOJI0MA

AKTYAJIbHOCTb

JInmbomaToMaHbI nanynés, BhepBble OMUCAHHLIN
Y. Makoneem (W. Macaulay) B 1968 roay, oTHocuTcs K rpyn-
ne nepeuyHbIX KOXHbIX CD30-no3uTuBHbIX T-KNETOYHbIX
numdonponndepaTMBHbIX 3aboneBaHnid. HecMoTpsa Ha Ha-
JINYNE aTUNUYHBIX TMMQOULHBIX KNETOK, 06HapYKMUBaEMbIX
MpW FUCTONIOMMYECKOM UCCNe0BaHuM bBronTaToB ouara no-
pa)keHus, 3aboneBaHue oTiMYaeTcs [0OPOKayeCcTBEHHBIM
TeyeHueM [1, 2].

3aboneBaeMoCTb IMM(POMATOMAHLIM Manyné3oM Co-
ctaenset 1,2-1,9 cnyyas Ha 1 000 000 yenoseK. MyumHbI
W XeHLWWWHbI boneloT 0fMHaKoBO YacTo. JIuMQoMaTonaHbIi
nanynés MoXeT pa3BuUTbCA B 11060M BO3pacTe, 0HAKO Hau-
bonee yacto BcTpeyaeTcs y B3pocnbix B IV-V nexkapax wus-
HM, a TaKKe (HECKONBKO pexe) y AeTeli B BospacTe 1o 18 ner.
He BbisiBNEHO (aKTOpOB, NPOBOLMPYHLLMX pa3BuTUe IUM(O-
MaToOMHOro nanynésa, 04HaKo McciefoBaTeny npeanara-
I0T pa3nuyHble TeOPUM BO3HUKHOBEHWUS 3aboneBaHns, B TOM
uucne accouMaumio ¢ BUPYCHOW atvonorven (MHdvumMpoBa-
Hue T-nMMGOTPONHBIM BUPYCOM YemoBeKa, BUPYCOM repreca
W 3H[0reHHbIMU peTpoBupycamm) [1, 3].

JIMMOOMATOUAHBIA NANYNES
Y [ETEW: KNIMHWYECKUE

N MOP®OUMMYHOJ10M MYECKUE
O0COBEHHOCTH

Yawe Bcero nMMQOMaTOMAHbIA Nanynes nposiBiseTcs
peLMavBMpYOLLMMM HOBOOOPA30BaHMAMM N0 TUNY manyn
pa3MepoM o1 0,5 fo 1 cM B auametpe. KonmyectBo HoBO-
06pa3oBaHWin MOXET BapbupOBaTb OT €AWHUYHBLIX [0 He-
CKOJIbKMX COTEH. 3Bosloums 06pa3oBaHuUi NpeaycMaTpuBaeT
TpaHchopMaLmio B NOCTBOCNANMUTENbHbIE TUMEPNUTMEHTUPO-
BaHHble MATHA W B KOHEYHOM CYETEe B aTpoduyeckue ocno-
nopobHble pybupbl. Mopdonornyecku anemeHTbl MoryT BbiTb
npeLcTaBeHbl 0AMHOYHBIMU NanynaMy, a TaKKe nanynamu
¢ anddy3HbIM, rpynnoBbIM 1 6AALLKONOA06HLIM XapaKTepoM
pacnpocTpaHeHus. Pexe npu nauMmdomatomaHoM nanynése
HabMI0JaAlTCA KOXKHbIE 371IEMEHTLI C (OTMKYNAPHLIM, Byn-
NIE3HBIM U NMYCTYNE3HBIM XapaKTepPOM POCTa, a TaKKe C nopa-
JKEHMEM CNn3ncTbIX 06on0yek. Beicbinanus npu iumdomaro-
MIHOM Nanyné3e NOKanM3yKTca 00bIYHO Ha KOXe TYNOBMLL3,
HO B PeAKUX CITy4asx NMopaXarTcs KOHEYHOCTU U L.

XoTa nMMdoMaToNIHbIN Nanyné3 XxapakTepusyeTcs TeH-
LEHUMEN K CaMOCTOSTENIbHOMY Pa3peLLEHUI0 3IEMEHTOB,
HeobX0AMMO NPOBOAMTL aKTUBHOE HabNKAEHUe NALMEHTOB,
nockonbKy B 40% cnyyaeB onucaHo paseuTHe BTOPOrO JIUM-
donponudepatMBHoro 3aboneBaHus, B TOM Yucie aHanma-
CTUYECKON KPYMHOKIETOYHON IMM(OMbI, TUMPOMBI X0~
KWHa uim rpubosuaHoro mMukosa [1]. A. Chott u coasr. [4]
OTMETUIM KINOHabHOE CXOLCTBO MEXY OMYyX0/EeBbIMM KIeT-
Kamu nMMhoMaToMHOro nanynesa, rpuboBMaHOr0 MUKO3a
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POCCUICKI K ypHaN
KOMHBIX V1 BEHEPMYECKMX DONe3Hen

1 aHanacTMYeCKO KPYMHOKNETOUHOW MMM(OMbI Y NaLyeH-
TOB C pa3BMBLUMMCS BTOPbIM 3ab0/1eBaHMEM, HTO YKa3bIBAET
Ha UX BO3MOXKHOe 006LLee NpoUCXOXKaEHNE.

B 3aBucuMocTv oT npeobnafaioLlero Tuna KeToK JiM-
(omaTouaHbIi nanynés nojpasfensercs Ha WecTb rucTo-
natonoruyeckux tmnos: A, B, C, D, E u Tvn, npoTeKatoLumii
C peapaHxupoBKon DUSP22 (nokyc 6p25.3). Haubonee
PacnpocTpaHEHHLIM ABNSETCA TUN A, KOTOpLIA cOCTaBnseT
00 80% Bcex cnydyaeB UM XapaKTepU3yeTcsl paHHUMU peum-
AvBamu 3aboneBaHus. HoBblii BapuaHT nMMGOMaTOMAHOMO
nanynésa (no 5% cnyyaes) ¢ peapaHxwposkon DUSP-IRF4
(noKyc 6p25) 6bin BKIKYEH B KIacCMBMKaLMIO OMyXosien
KPOBETBOPHOW M NMMQOMAHON TKaHen BcemupHoli opra-
HuU3auuu 3apaBooxpaHennsa (BO3, 2017), a Takxe B co-
BPEMEHHYK KaccuhUKaLMio reMaToiMMMOUAHBIX OMyXo-
neit BO3 (5-e u3p., 2022). [aHHbIn TMN yalle BCTpeyaeTcs
Yy NaUMEHTOB MOXWOTO BO3PacTa, a MpU rMCTOOMNYECKOM
UCCeL0BaHUM KapTUHA MOXET HaNoMUHATb KPYMHOKNETou-
Hyto TpaHcdopMaLmio rpuboBuaHOro Muko3a (Tabn. 1) [5-8].
[lpyrve pedkue rucronornyeckue BapuaHTbl NuMdoMaro-
MHOrO Manynésa BKIKYAOT TUN ¢ NepudonInKyNSpHbIMA
UHdUNbTPaTaMn U donnmkynotponusMoM (tun F, KoTopbii
odULMaNbHO He BKIKYEH B KilaccMbUKaLmIo 0Myxosiel Kpo-
BETBOPHOM M nuMdonpHoi TkaHei BO3 2017 roga u 5-e us-
JaHue KnaccuduKkaumum rematonuMdongHbix onyxonen BO3
2022 ropa), a TaKke GONNMKYNAPHBIA, CUPUHTOTPOMHBIN
u opyrve TMnbl. HepeiKo B OLHOM FMCTOMIOTMYECKOM MNpe-
napate MoxeT 6biTb 06HapyKEHO HECKONIbKO TWUMOB JIUM-
(omaTtongHoro manynésa, uto No3BoNseT BbICKa3aTh Npes-
nonoxeHne 06 MX B3aMMHOW TpaHCHOPMaLMM Ha pasHbIX
3Tanax pasBuTus. 3a peaKUM UCKITIOUYEHUEM MEX[Y TUNaMu
NMMQOMaTONLHOMO Nanyné3a HeT YETKOM KIIMHUKO-NAToNo-
rM4ecKoi Koppenauuu. [ins tuna E xapakTepHb! KIMHUYeCKue
NposIBNEHNA B BUAE CTPYnonofobHOro HeKpo3a, M3bA3eme-
HWA W NOSBNIEHMS eLLé Bonee KPYMHbIX Namyn B pesynbTate
MHOUABTPaLMM U paspyLLEHUs COCYA0B, PacnonaraloLLmxcs
B epMe M nop, Koxed. Tun F numMdomatomaHoro nanynésa
(He Boweén B Knaccudmkaumm BO3 2017 u 2022 ropos), xa-
pakTepusytowmiics CD30+ atunuyHon MG oNLHON MHOUNL-
Tpaumen BONOCAHbIX (OSMKYNIOB, KIIMHUYECKM NPOABNISETCA
nanynésHbIMW U/UAK MYCTYNE3HBIMM 3NIEMEHTAMMU.

HecMoTps Ha TO, UTO KOXHbI MATONOMMYECKMIA npoLiecc
npy AMMGOMATOMAHOM Nanynése UMeeT XapaKTepHbIA Npu-
3HaK B BMAE CMOHTAHHOrO perpecca 3/IEMEHTOB B TeYeHUe
2-12 Hepenb, OCTaBNALLMX MOCNe cebs rvmo-, runepnur-
MEHTMPOBaHHbIE UMM XapaKTepHble aTpodmyeckue (Bapuonu-
(hopMHble) pybLoBLIe M3MeHeHUs, anddepeHUmManbHas aua-
THOCTMKA MMEeT BaKHOE 3HaueHWe KaK A/ CBOEBPEMEHHOIO
onpeaenenus 3abonesaHus, TaK U A4S BbISBNEHUS BO3MOX-
HbIX conyTcTByHOLWMX MMbonponudepaTMBHbIX 3a00/1eBaHMIA
(aHannacTMyecKas KpynHoKieToYHas uMdoMa unu rpubo-
BUOHbIA MUKO3) [9]. BoaMoxHbIl anddepeHumnanbHbiin ava-
THO3 BapbupyeT B 3aBUCMMOCTM OT TUCTOMATONIOMUYECKUX
ocobeHHOCTeN MOpaeHns Koxu. BaxHo otnmunte nuMdo-
MaTOMOHbIA Namyné3 oT [obpoKayecTBEHHBIX COCTOSHMM,
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Tabnuua 1. CpaBHuUTENbHAsA XapaKTEPUCTUKA TUCTONOTUYECKUX U UMMYHOTUCTOXMMUYECKUX 0CODEHHOCTEN LUeCTV TMNOB IMMQOMATOMAHOr0 nanynésa
(cornacHo Knaccudukaummn rematonuMbonaHelx onyxonei B03, 5 usp., 2022 [8])

Table 1. Comparative characteristics of histological and immunohistochemical features of 6 types of lymphomatoid papulosis (by Haematolymphoid

Tumours WHO Classification of Tumours, 5th Edition, 2022 [8])

Tun 1M, ®eHoTvn y
h lMcTonormyeckas xapakTepucTuKa KneTouHeli cocTaB
pacnpocTpaHEHHOCTb OMyXONeBbIX KNETOK
A (o 80%) KpynHble CD30-no3nT1BHbIE IMMAOMAHBIE KIETKM CD4+ KpynHble aTunnyHble NMMboMAHbIE KNETKM
C HanM4MeM OTeNbHbIX MHOT0sAEPHbIX GopM, pac- C 0OWIIbHOM LMTOMNA3MON M CKaaYaTbiM
MOMOXEeHHbIe Pa3pO3HEHHO UMW B BUAE CKOMIEHNN SPOM; PeaKTVBHOE MUKPOOKPYXeHve
CPe/iv PEAKTUBHOrO MUKPOOKPYXEHNS MpeaCTaBneHo 303MHOGUIBHBIMA U HEATPO-
GUIBHBIMY TPaHYNOLMTaMK, TUCTUOLMTAMM
1 MENKUMU IMMBOMIHBIMY KNETKaMK
B (no 5%) 3NVaepMOTPONHbIA UHOULTPAT U3 aTUMUUHBIX CD4+, CD30+ JIumdonaHble KneTku HebonbLLoro pa3mepa
JIMMGOMIHBIX KNETOK (8 0-77% cny4aes) 4acTo ¢ LepebpndopMHLIMK Sapamu. JKe-
npeccus CD30 onucaHa He Bo BCex Ciyyasx
C (no 10%) OnyxoneBbli MHOMNLTPAT NpeacTaBeH ckonneHnaMn  CD4+ (Yale), KpynHble CD30-no3nTuBHbIE T-KNETKM
KPYMHbIX OMyXO0JeBbIX KIIETOK CPeiy He3HauuTeslb- CD8+ (pexe) ¢ nonmmopdu3MoM sigep. PeakTBHbIN
HOTO WM YMEePEHHO BbIPaXEHHOr0 PeaKTVBHOM0 MHGOWALTPAT NPeACTaBfeH 303MHODMBHBIMM
MVKDOOKPYKEHUS 1 HENTPODUIbHBIMI FPaHy IoLUTaMM
D (no 5%) 3InuaepMoTponHas NexeTonaHas MHOUALTPALNS; CD8+ (100%) ATnunyHble T-KNeTKM Manoro 1 cpeaHero
TaKKe XapaKTepHbl CMOHMV03, NapaKepaTo3 CD30+ (90%) pasmepa
E (mo 5%) XapaKTepHo MPUCYTCTBME Y4aCTKOB M3bA3BMEHWN, CD8+ (70%) MonvmMopdHble T-mMboLUTLI Manoro

JIM ¢ nepectponkom
DUSP22-IRF4 (nokyc
6p25.3) (1o 5%)

HEKPO3a, KPOBOM3NWSAHMWI 1 COCYAMCTON OKKIt0-
31N, AHMVIOLIEHTPUYECKYIE 1 @HTMOLECTPYKTMBHbIE
MHQUABTPaTLI

Hanuune nHdmnbTpaTa 13 HebonbLMX aTUMMUHBIX
nMbOMIHBIX KNETOK co cnaboit akcnpeccuelt CD30
B 3nMaepMuce (CX0fHble MPU3HAKK C NeHKETOUAHBIM
PETUKYNE3OM), @ TaKXKe KNETOK CpefHero pa3mepa

W KPYMHbIX KNETOK C MHTEHCMBHOW akcnpeccven CD30

CD30+ (90-100%)

CD4- CD8+ CD4- CD8-
CD30 cnabas axc-
npeccus

11 CpeaiHero pasmepa

Hebonblwne LepebprdopMHble IMMBOLMTEI,
cnabo akcnpeccupytowne CD30. MpucyT-
ctytoT CD30+ KneTku cpeaHero/KpynHoro
pa3mepa

[pumeyarue. BO3 — BcemupHas opraHm3aums 3apaBooxpaHermst; JIM — numdoMatonaHbii nanynes.

Note: BO3, World Health Organization (WHO); JIM, lymphomatoid papulosis.

MpU KOTOPbIX IMMGMOULHbIE KNETKU MOTYT 3KCMPEeCcUpoBaTh
CD30 (aTonuyeckuin AepMaTiT, BUPYCHBIE MHAEKLMM, YECOTKA,
MUKoBaKTepuanbHas MHGMEKUMS, NEKAPCTBEHHBIE peaKLum),
a TaKKe 0T 3710Ka4eCTBEHHBIX ONyXoiel, BKYas rpubosug-
Hblii MuKo3 [9, 10]. Mpobnema ycyrybnseTcs TeM, 4TO NPOBECTU
TOYHOE pa3feneHre Mexay NepeyncieHHbIMM Bbille JobpoKa-
YeCTBEHHbIMW COCTOSIHUAMU 1 IMM(OMAaTOUIHBIM ManyNe3oM,
OCHOBbLIBasACh TOJIbKO Ha pe3ynibTaTax naToMopdonornyecKo-
ro UCCnefoBaHWs, ObIBAeT KpalHe CNOXHO. Bo3MOXHbIMYU
OT/IMYMAIMM BbICTYNAKT Cedytolime NpU3HaKK: SKCNPeccus
CD30 npu peaKTuBHbIX BOCNANMTENbHBIX 3a00/1EBAHUAX KOXM,
KaK npaBuIio, He TaKas BbICOKas, KaK npu MMGOMaTonaHOM
nanynéese; NOMAMO 3TOr0, Npy BOCManUTeNbHbIX 3aboneBaHu-
Ax 3xkcnpeccust CD30 npucyTcTByeT B IMMAOMAHBIX KeTKax
HebonbLLIOrO M CpefHero pa3Mepa C YMepeHHOW MHTEHCUBHO-
CTbi0 MeMOpaHHOI/LUMTONIa3MaTUYeCKON peakLun B OTMuME
oT IMMdoMaTonaHoro nanynesa, npu kotopoM CD30 akcnpec-
CUPYETCS YaLLle KPYMHBIMW aHanacTUYeCKUMU UM nieoMopd-
HbIMW IMMDOUAHBIMA KIETKaMU C TPEMS TUMaMW peakuum
(MeMbpaHHas, uuTonnasMatuyeckas, dot-like) [11]. OpHako
BCTPEYAOTCA M MCKITIOYEHNS U3 3TUX MpaBuJl, MOCKONbKY BU-
PpYCHble MHPEKLMM 3a4acTylo MOryT LEMOHCTPMPOBATh KapTu-
HY MOTHBIX TMMAOUAHBIX UHOWABTPATOB, 3KCMPECCHUPYHOLLMX
CD30 B KpynHbIX IMMdoMaHbIX KneTKax [12]. bonee Toro, He-
06xo1Ma TLLaTeNbHas KIMHUKO-MaToorMyeckas Koppensaums

DOI: https://doiorg/10.17816/dv678051

Mpy MOLO3PEHNM BO3MOXHOM PEAKLMM HA YKYCbl YNEHMCTO-
HOTWX, KOTOpble PasfensiioT He TONIbKO MMCTONATOOrMYecKue
MPU3HaKK, HO M MAEHTUYHYKO Mopdonoruio ¢ IMMdoMaTons-
HbIM nanynéesom [9]. Takum obpa3oM, crnepyeT NOLYEPKHYTb,
4To Npn AudhepeHLManbHON ANarHOCTUKE BbISIBNAEMBIX Y Ma-
LiMeHTa MOPAKEHUIA KOXM, MOAOBHBIX KIIMHWYECKON KapTuHe
mMdoMaTomaHoro nanynesa, 0ocoboe BHUMaHMe LOTKHO yae-
NATbCA @aHAMHECTUYECKUM [iaHHBIM U AVUHAMUYECKOMN OLEHKe
KIMHUYECKOW KapTuHbI 3abonieBaHus (Tabn. 2).

Hapsgy c BbiLenepeyncneHHbIMU NaToNOMUAMU KIUHM-
YecKas KapTWHa nMMdOMaToMLHOro nanynésa y feteil Mo-
JKET UMUTUPOBATb MPOSBNEHNUS aTOMMYECKOro AepMaTuTa,
MacTouuTo3a, TybepKynésa KoXM, raHrpeHo3HOW NUoAep-
MWW, Y3/10BaTOM 3pUTEMbI, @ TaKKe HANOMWHATb KOXHble
(opMbl KpacHol BonyaHKK, Yto TpebyeT ocoboro BHMMaHUS
HapsLly ¢ npoBefieHMeM N1abopaTopHbIX U UHCTPYMEHTaNb-
HbIX MccnefoBaHUi. CTOMT OTMETUTb, YTO NaToONOrMYeCKue
37IEMEHTBI BbICbINaHMIA IMMGOMATOMAHOrO Nanynésa valle
BCTPEYAIOTCA HA KOXE KOHEYHOCTE WM TYNoBWLLA, He-
CKOJbKO pexxe — B obnacti ninua u nonoBbix opraos [13].
WHTepecHo, 4TO OWMOKM AMarHOCTUKU NMMGOMaTOMAHOrO
nanynésa HepedKu: CpefiHee BpeMsl 3aiepPXKKW NOCTaHOBKM
npaBuAbHOrO AnarHo3a coctaenseT 1,3 (2,8) rona (amana-
30H 0-14 neT), npu 3TOM nepBOHaYasbHas HenpaBuibHas
AVAarHocTKa (KNMHMYecKas W/uin ructonartonornyeckas)
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Tabnuua 2. [lnpdepeHumanbHas AMarHOCTUKA KIIMHUYECKMX NPOSBAEHWIA IMM(OMaTOMAHOrO Nanynésa B 4eTCKOM Bo3pacTe

Table 2. Differential diagnosis of clinical manifestations of lymphomatoid papulosis in childhood

BapuaHT KMH1YecKon KapTuHbl

[nddepeHumanbHO-AUarHOCTUYECKIUIA MOUCK

ConurapHbii y3en/
0AMHOYHaA Nanyna

AKKJ1, HogynspHast (y3110Bas) rvapafieHoMa, 3KKpYHHasi NopoMa, JIeioMUMOMa KOXM, NUIIOMaTPUKCOMA (HEKpo-
TM3MpYtOLLAACS anuTenoMa Manepba), NoreHHas rpaHynéma, AepMatodurbpoma, ckabuosHas nmMbonnasms

Npy 4eCoTKe, peakuua Ha YKyC HaCeKoMorao, I'ICEB,D,OJ'IVIMCI)OMB KOXMK

CrpynnupoBaHHbIe 3N1EMEHT
AKKJ1, capkonos Koxw

BnawkonoobHble 311EMEHTbI

[nddy3HbIit/pacnpocTpaHEHHbIN
XapaKTep BbiCbiNaHi

MorpaHuyHble BbiCbINaHUS™

PeaKLys Ha YKYCbl HACEKOMBIX, NCEBAONMMABOMA KOXH, NIEAOMI1OMA KOXM, CErMeHTapHbIi HelpodrbpoMaros,

MceBnonmMboMa Koxm, B-kneTouHble MMAOMBI KoM, rprboBuaHbIA Miko3, AKKIT

Mapancopwas oCTpbIN IMXEHOMHBIA 1 BaprondopMHbiiA (PLEVA), nanynésHslin BapuaHT rprboBMaHOM0 MUKO-
3a, MCTVOLMTO3 U3 KIeTOK JlaHrepraHca, GonmKyuT, nodecyxa (HoaynspHoe npypuro), Yecotka, AKKJ

MceBnonmMMboMa Koxm, B-knetouHble nMboMbl Koxw, rprboBuaHbii Miko3, AKKJ1

[lpumedaHue. * — KMHUYECKas KapTvHa yBenmuvBatoLLierocs y3na. AKKJT — aHannacTudeckast KpymHOKIETouHash iuMgoMa.
Note: *, the clinical picture of an enlarged node. ALCL, anaplastic large cell lymphoma.

oTMeyeHa B 26% cnyyaes. TaK, iMMdoMaToMaHbIN Nanynes
yale Bcero (9%) olmMBoYHO AMArHOCTMPOBANCS KaKk napan-
CopMa3 OCTpbIN IMXEHOMAHBIA U BapuonudopMHbIi (PLEVA),
peaKLMs Ha YKYCbl HACeKOMbIX (5%), KOHTArMo3HbIN MOJITOCK
(5%) n nanynésHas kpanueHuua (3%) [14]. Y naumeHToB
¢ PLEVA 06bl4HO HabntofaeTca nanyneésHas Cbinb, XapaKTe-
PEH UCTUHHBIA 3BOJIOLMOHHBIA NOAMMOP(U3M BbIChINAHMWIA,
HEeT y3110B, 3N1EeMeHTbI D0JIee MHOFOUMCIIEHHBI, @ Pe3yfbTaThl
naToMopdoNor1yeckoro MccieoBaHMs No3BOSIOT OKOHYa-
TeNbHO YCTaHOBUTb AMarHo3. PedKui nanynésHblii BapuaHT
rpUbOBMAHOI0 MMKO3a MOKET BbITb TPYAHO OTIMYWM OT JIUM-
(omaTomaHOro Nanynesa Kak KIMHUYECKH, TaK 1 NPY OLEHKe
TUCTONOMMYECKOW KapTUHBI, MPU 3TOM BaXHbIM MOXET bbiTb
HabnoLeHe B AMHaMUKe: Nanysbl Npy rpuboBUAHOM MUKO3e
He UMEIOT TEHAEHLMM K BbIPAXKEHHOMY YBENIMYEHUIO U CMOH-
TaHHOMY perpeccy, a TaKKe NpoTeKaloT 6e3 M3bA3BMEHMS.
Hanbornee cnoxHoit cuTyaumen sBnsetcs HeobXoAMMOCTb
oMb depeHUMpoBaTL aHANNACTUYECKYIO KPYMHOKIETOYHYH
mMdoMy 0T IMM(BOMaTOMAHOrO Nanynésa, 0cobeHHo Npu He-
MPOACIIKMTENBHOM UCTOpUM 3aboneBaHmMs: B TaKuX Cyyasx
Hanuume nopaxeHuii bonee 2 cM B AMaMeTpe, KaK Npasy-
N0, CBUAETENbCTBYET B MOJb3Y [MarHo3a aHanjacTM4eckon
KPYMHOK/ETOYHON MMM, [1nsi ocTanbHbIX 6bin BblaeneH
TEPMUH «MOTPaHUYHBIA Cry4ai/norpaHuyHble BbIChINaHMS»,
KOrfa, HeCMOTPA Ha TLLATeNbHYK KIIMHWUKO-MaTosoruye-
CKYI0 KOppensauuio, He YAaETCs YCTaHOBUTb YETKOr0 pasnu-
UMs MeXAY aHanNacTMYeCKOoW KpyNHOKIETOUYHOW IMM(OMON
n numdboMaToMaHbIM NanynésoM, U TOMbKO MocnedytoLee
AVHaMUYeCKoe HabniofeHne ¢ aHanM30M CUCTEMHBIX NpoSiB-
NeHWI NO3BONSET ONpeSeUTb TOUHYI0 MPUPOAY BbIChINAHWIA.

N3-3a peunamBupyloLLero xapakTepa TeueHus nuMdboma-
TOMAHOrO Manynésa UCrosb3yeMble METOALI JIEYEHUS ABNAIOT-
€S CUMNTOMATUYECKMMM, HaNpaB/eHbl Ha YCKOPeHWe anuTenu-
3aummn obpasoBaHuid. TakuM 06pa3oM, OCHOBHbIM MOAXOAOM
K Tepanuu nuMdboMaToMaHOro nanynésa B nepeylo oyepefb
ABnseTcA HabmofeHne 3a COCTOSHMEM MauMeHTa M U3MeHe-
HMAMM 3NIEMEHTOB. 3TO OTHOCUTCA KaK K TEYeHMI0 mpoLecca
C HEMHOrouMcreHHbIMM 06pa3oBaHUsAMM, Tak M C 0bLMp-
HbiM nopaxeHneM Koxu [13]. CornacHo pexkomeHpaumam
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EBponeickoi opraHusaumMm no W3y4eHUo W NIEYEHW paka
(European Organisation for Research and Treatment of Cancer,
EORTC), MexpgyHapogHoro obluecta no iMM@oMaM KOxu
(International Society for Cutaneous Lymphomas, ISCL)
U AMepMKaHCKOro KOHCOpUMyMa MO KOXHbIM NMMbOMaM
(United States Cutaneous Lymphoma Consortium, USCLC),
Ha CEerofHsLWHUIA eHb CYLLECTBYHT YeTblpe OCHOBHBIX NOJ-
X0fa K Tepanuu nuMdoMaTouaHOro nanynésa: gototepanus
(npenmywiecteeHHo PUVA-Tepanus ¢ ucnonb3oBaueM doto-
aKTMBHOrO BeLLeCTBa NcopasieHa B coueTaHnu ¢ ynbTpaduone-
TOM CreKTpa A); TONMYECKWE CTEPOMbI; METOTPEKCAT B HU3KMX
no3ax (01 5 ao 20 Mr) 1 anbTepHaTMBHBIE CNOCODLI JleyeHus:
aHTUOMOTUKM, aHTUIMCTaMUHHbIE Mpenaparbl WK nepopanb-
Hblii MPUEM TIHOKOKOPTUMKOMAOB (CXeMbl pasHbiX MOAXOAOB
K Tepanuu npepactaeneHbl Ha puc. 1). OnucaH Takxke mog-
X0[, Ha OCHOBE TaKTUKM «Habmogan v Xauy», UCnosb3yeMbin
B MEPBY0 04epesb B OTHOLIEHUM MALMEHTOB C HEOONbLUMM
UMCIIOM 371IEMEHTOB Ha Koxe, BecCMMTOMHBIM TeYeHWeM 3a-
bonesanus. Heobxoanmo 0TMETUTb, UTO Ha TaKTUKY BeAeHMS
nauueHTa MOryT BAMATb JIOKaNIW3aLus, pacnpoCTpaHEHHOCTb,
CTeneHb BbIpaXKeHHOCTH 3aD0MeBaHNS, HO HE FUCTONIOTMYECKMIA
TMN MMdoMaTonaHoro nanynésa [13, 14].

B MupoBo#l nuTepaType NpeacTaBieH0 HECKOJBKO UCChe-
[0BaHWI, NOCBALLEHHBIX U3y4eHno 3QPEKTMBHOCTM Tepanum
OonbHbIX IMMPoMaTonaHbIM nanynésoM. Ocoboro BHUMaHMA
3aC/y)u1BaeT HayyHas pabota R. Fernandez-de-Misa u coasr.
[15]. Tpynna yuéHblx npoBena peTPOCMEKTUBHbLIA aHanu3
3 deKTUBHOCTU NeyeHna 252 nauumeHToB, M3 KoTopbix 193
nonyyanu Tepanui nepeod NMHuM: 34,52% — Tonuye-
ckue crepoupbl, 20,24% — MeTOTpeKcaT B HU3KMX [03aX,
14,29% — dototepanmio, 7,54% — anbTepHaTUBHOE NIEYeHMe.
OctaBLumecs 23,41% naumneHToB 6biK BbiEeNeHbl B KOHTPOIb-
HYH rpynny, B KOTOPOI BbILLEONMUCAHHOTO IEYEHUS He NPOBO-
punock. Viccneposatenu oueHnBany 3QdeKTMBHOCTb JieYeHuns
B COOTBETCTBUW C U3MEHEHUSIMM 3NIEMEHTOB Ha Koxe. Kpu-
TepusM MOSIHOTO OTBETa COOTBETCTBOBANIO pa3peLueHune BCeX
aneMeHToB (be3 pa3BuTHS HOBBIX), YaCTUHHOTO 0TBETa — pe-
rpeccust He MeHee 50% HoBoobpasoBaHuii (Ha hoHe nosBne-
HWSl HECKOJTBKUX HOBbIX), B MPOYMX CITy4asx perucTpupoBaoch
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JlokanusoBaHHoe
TeyeHue 3abosieBaHmMs

FeHepanuaoBaHHoe
TeyeHue 3abonieBaHmus

AJ'IbTepHaTVIBHbIe
METOAbl Tepanuu

Habnopexue

HabniopeHve

Takponumyc

®ototepanus (PUVA)

®oTtotepanus (PUVA)

BpeHTyKCcMMab BefoTUH

Tonmnueckue cteponibl

Tonmueckue creponpbl

Tonuyeckas Tepanus:
UMMKBUMoOp, 5%

MeToTpekcar

PetuHounppbl

AJ'IbTepHaTVIBHbIE MeToAbl
Tepanuun

JlyueBas Tepanus

Puc. 1. Cxembl noxoA0B K Tepanuu J'IVIMd)DMaTOVI)J,HOFO nanynéaa Npu NOKann3oBaHHOM (a)n reHepanM3oBaHHOM (b) TeueHuM 3aboneBaHus; ¢ — anb-
TepHaTUBHbIE METOAbI Tepanun. PUVA — MeToZ neyeHus KoXHbIX 3a00N1eBaHui C UCTOSb30BaHUEM yJ'IpradJVIOJ'IeTOBOFO U3nyyeHua tuna A B coyeTaHum

¢ oToceHcMbunmsatopamm.

Fig. 1. Schemes of approaches to the treatment of lymphomatoid papulosis in the localized (a) and generalized (b) course of the disease; ¢ — alternative

therapies. PUVA, psoralens and ultraviolet A.

OTCYTCTBME 0TBETA Ha Tepanuio. Cpeam Beeld KOropTbl 60/1bHbIX
0TBET Ha Tepanuio oTMeyancs B 48% (44% — B rpynne nauu-
€HTOB, MOJTy4aBLUMX TOMWYECKUe cTepomabl; 52% — B rpynne
MauMeHTOB, UCNOMb30BaBLLUMX MeToTpeKcart; 61% — B rpynne
dototepanuu; 37% — y NaUMEHTOB, UCNO/bL30BABLUMX alb-
TepHaTUBHbIE MeTOAbI Tepanum). Mccnenosateny He BbISBUAML
CTATUCTUYECKM 3HAUUMBIX PasfiMuMiA B NOAX0AAX K JIEYEHMIO
B COOTBETCTBWM C M0/I0M MaLMEHTa UM PacipoCTPaHEHHOCTIO
3aboneBaHus. MegnaHa BpeMeHW OT Hayana neyeHus 4o Ao-
CTVXKEHWS NOMHOM pemuccun cocTasuna 10 MecsiLieB BHe 3aBU-
CMMOCTY OT Mcnonb3yemoro Metofa Tepanuu. U3 86 nauve-
TOB, JOCTUrLLMX MOJTHOTO OTBETA, B 78% cnyyaes bbin BbIsSBNEH
peumamB 3aboneBaHus, KOTOPbIN TaKKe He 3aBUCEN OT NMpoBo-
AMmoro nedenusd [15].

MoMuMo cTaHAapTHBIX — 06LLLENCNONb3YEMbIX — MeTOo-
[0B, B K/IMHUYECKOW MPAKTUKE NPUMEHSIOTCS UHbIE MOAX0LbI
K Tepanuu, LUMPOKOe WUCMOJb30BaHWEe KOTOPbIX OrpaHMYeHo
HebOMbLIMM YMCIIOM KITMHUYECKUX UCCeS0BaHUA U ManoW
BblbopKOW BonbHbIX. Tak, HanpuMep, rpynna aMepuKaHCKuX
Y4éHbIx nof pykoBoacTeoM D.J. Lewis u coasr. [16] oueHuBa-
Na 3 deKTMBHOCTb Tepanumn ¢ NpuMeHeHWeM bpeHTyKcMMaba
BEAOTWHA Y MALMEHTOB C pedpaKTepHLIM TeYeHUeM nuMdo-
MaTOMAHOro nanynésa (MakcuManbHoe YUCNo BBeLEeHUA —
8 n03). B BbIbopKy BowM 12 nauneHToB. JlokanbHbIi CTaTyC
Ka[oro nauueHTa bbin npeacrasneH He MeHee 10 aneMeH-
TaMu Ha CTafuW pa3peLLeHns, b0 aKTUBHBIMM 3NIeMeHTaMK
Ha JiMLe UM KoHeYHOCTAX. COOTHOLLIEHME MYKUMH/HEHLLMH
cocTaBwio 2/1, MeamaHa Bo3pacta 46 net. Y 7 (58%) naum-
€HTOB Dbl 3aperncTpuUpoBaH MOJHbIA OTBET Ha Tepanuio,
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yacTU4HbIn — y 5 (42%). CpenHee BpeMsi oTBeTa — 3 He-
aemv. [nutensHocTb adderTa coctaBuna B cpeaHeM 20 (ot
6 no 103) MecsaueB. Ha MOMeHT nybnMKauum cTaTbi TONBKO
y 1 naumeHTa coxpaHseTcs NONHbIA OTBET Ha Tepanuio, y 2 —
YacTU4HbIA. B uccnenoBaHuM 0TMevanach XopoLuas nepeHo-
CMMOCTb Npenaparta: Haubonee yacTbiM (y 10/12 nauueHToB)
OCIOXHEHWEM bbina nepudepuyecKas HelponaTus, KoTopas
B 50% cnyyaeB Hocuna 0bpaTuMblii xapakTep [16].

A.S. Smilga n coasr. [17] onucanu onbIT NPUMEHeHMs
MeTOTpeKcaTta B TonM4yeckoi hopMe y NaumueHTkn ¢ iuMdo-
MaToupaHbIM nanynésom tuna A. Ha doHe ucnonb3oBaHus
CTaHAAPTHBIX METOLOB JleYeHUs (TOMUYECKME TIIIOKOKOPTU-
Koupbl, GoToTEpanus) COXPaHANCb eAUHUYHBIE 3JIEMEHTHI
coinu. ExkeiHeBHoe npumeHenne Masu ¢ 0,25% MeToTpek-
€aToM MO03BOAMIO [OCTWYL Pa3peLUeHNst BCEX 3/IEMEHTOB
B TeueHue oAHoi Hepenn. CnepyeT OTMETWUTb, YTO Hau-
BosbLUMIA HTEpeC K MPUMEHEHMI0 TOMMYECKUX MpenapaTos
C MeToTpeKcaToM oTMedancs B nepuog 1960-1980-x rogos.
B 0CHOBHOM OHM NPUMEHSNNCB Y NALMEHTOB C JIOKAU30BaH-
HbIMK popMamu ncopmasa. lnoxas abcopbuus xumuonpena-
paTa NoBepXHOCTHI0 KOXMW OrpaHuyMBana npuMeHeHWe 3Tol
NeKapCTBEHHON (OpPMbI, NO3TOMY B JIUTEpaType OMUCaHbI
eAMHUYHbIE CNyYan ero UCMoNb30BaHNSA Y NaLMEHTOB C JIUM-
oMaTonHbIM Nanyneésom u rpuboBUAHLIM MUKo30M [17].

P.S. Hughes [18] npeactaBun onbiT ToNMYeckomn Tepa-
num ¢ 5% MMUKBUMOAOM Y NaLMeHTa € YaCTUYHBIM 0TBETOM
Ha nepoparbHbIA NMPUEM METOTPeKCcaTa U MeCTHYK Tepanuio
TIOKOKOPTUKOMAAMH. Vicnonb30BaHnWe TOMUYECKOW Tepanuu
5% WMMWKBMMOZOM MO3BONIMNO [LOCTUYL Pa3peLUeHUst BCex
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CTapblIX 3IEMEHTOB B TeYEHWE 2 HeLiefb, OfLHAKO Ha y4acTKax
KOXMW, Tle MeCTHOe NleyeHne He NpOBOAMIOCh, MOSBUINCH
HoBble 04arv. ONMCaHHbIA KJIMHWYECKUI CNyvyal LeMOH-
cTpupyeT 3 dEKTUBHOCTD UMUKBMMO/A B KauecTBe MECTHO-
ro JleYeHus, Ho NS JOCTUKEHWUS LONTOCPOYHOro addeKTa
HeobxoaMMa WMHTEHCMGbUKaLMSA Tepanuu ¢ UCTosb30BaHUEM
HECKOMbKUX NPEenapaToB pas3fMyHOro MexaHu3Ma LencTBuS.

B Haweit cTaTbe npencTaBnieH 063op nuTepatypbl, Mo-
CBALLEHHBIN KIIMHUYECKUM U MOPGHOMMMYHOIMCTOXUMUYE-
CKWUM ocobeHHOCTAM nMMOMaTOMAHOro nanynésa y feTeu,
a TaKKe Cepusi KIMHUYeCcKUX HabmiogeHnin ¢ npUMeHeHneM
Pa3NMYHbIX TEpPaNeBTUYECKUX OMLMA.

OMUCAHWUE C/TYHAEB

KnuHuueckuin cnyyan 1

0 nayuerme. MauuenTt L., 7 net. PebEHoK 0T nepBoii
bepeMeHHOCTH, MpoTeKaBLUeit 6e3 ocobeHHOCTeN, nepBbix
CPOYHbIX CAMOCTOSATENbHBIX POLLOB.

AHamne3 3abonieganus. B BospacTe 7 neT MaTb 0TMETUNA
y pebEHKa nosiBeH e rMNepeMmun Ha Koxe Lueu crnipasa. lpo-
BOAMNacb MecTHas Tepanus (uxtnon) 6e3 addekta. 0bpatu-
JIUCb K XMpYPry N0 MECTY XUTeNbCTBa, bblna pekoMeH10BaHa
Broncus n3MeHEHHOro yyacTka Koxu. [lo pesynbTatam Bbl-
MOJSIHEHHOTO MOP(OMMMYHOTUCTOXMMUYECKOTO MCCNef0Ba-
HWA y NaLMeHTa 3anofo3peHa MMMgoma.

HacnedcmeerHblli aHaMHe3 He OTArOLLEH.

AnnepzoaHamHe3: ce30HHbIN NONNMHO3, Ha QOHe NpUEMa
aHTUTMCTaMUHHBIX NPEnapaToB CUMNTOMATUKA KyMUpyeTcs.

Pe3ynemamel ¢usukaneHo2o, n1abopamopHoz0 U UH-
CMpyMeHmansLHozo uccedosaHus. [ns [oobcnenoBaHus
M ONpefeneHns TaKTUKW JanbHENLLEro JIeYeHWUs nauueHT
HanpaeneH B OIBY «HaumoHanbHbIN MeaVLMHCKUA Uccne-
A0BaTeNbCKUA LEHTP OHKoMorum uMenn H.H. bnoxuna» Muk-
3apaBa Poccum (OIBY HMUL, oHkonorum um. H.H. Broxuha
MuH3gpaBa Poccuu) ¢ HanpasuTenbHBIM AnarHo3oM «[lepu-
(epuyeckas T-KneTouHas IMMAOMa C NOPaXKEHNEM KOXU».

[lpu nocmynsieHuu COCTOSHWE MauMeHTa CpefHen CTe-
NeHW TAXKeCTH, cTabunbHoe. B obnactu wewn cnpaBa — no-
CneonepaumoHHbIn pybel, 6e3 npusHakos BocnaneHus. HbIx
nposiBNeHUiA 3a6051EBaHNSA He BbISBNEHO.

B pamkax obcnefoBaHus 6obHOMY BbIMOSIHEHO YNbTpa-
3BYKOBOE MCCef0BaHue nepudepuyecknx IMMGpaTMyecknx
Y3710B, OpraHoB OpHOLLHOM MONIOCTM U 3abpIOLLMHHOMO Mpo-
CTPaHCTBa, M0 pe3y/bTaTaM KOTOpOro Natosiorun He 0TMEYEHO.

lucmonozauyeckoe uccnedosaHue. Tuctonoruyeckme
npenapartbl bbiM nepecmoTpeHbl B OTBY «HaunoHanbHbIi
MEeOMUMHCKUIA UCCNe0BaTeNbCKUNA LiEHTP FemMaTonorum»
MuHsppasa Poccum (OTBY HMUL, rematonorum Munsapa-
Ba Poccum). lpu ructonormyeckoM mccnefoBaHWW BU3Y-
anu3npylTCa cpesbl KOXW C OPTOKEpaTo30M, aKaHTO30M.
B cocoukoBOM U pPeTUKYNAPHOM CNosiX LepMbl MacCUBHBIN
b dy3H0-04aroBbI MHQUIBTPAT U3 CPELHErO W KPYMHOro
pa3mepa MIMMOOULHBIX KIETOK C AAPaMU OKPYr0-0BaslbHOV
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1 HenpaBWibHON QOPMbI, BbICOKOW MUTOTUYECKOW aKTUBHO-
cTbto (8—10 MuTo30B B none 3penus npu 400-kpaTHOM yBe-
nn4eHnn), MophoNorM4ecKUMU NpU3HaKaMu anonTosa.

UmmyHozaucmoxumuyeckoe ucciedosaHue. [lpoBepe-
HO MMMYHOTUCTOXMMUYECKOE WCCIef0BaHNE C aHTUTENaMK
K CD3 (knoH ancunon), CD4, CD8, CD30, CD56 (NCAM), CD246
(ALK), Granzyme B, MPO, MUM1, PAX5, TdT, Kié7. Knetku
M dY3HO-KpYNHOOYaroBoro OMyxoneBoro MHoMLTpaTa
akcnpeccupyiot CD30 (MeMbpaHHas, uuMTonnasMaTuyeckas,
dot-like-peakums), CD3 (MeMbpaHHas, uuTONNa3MaTUye-
CKas peakums), CD8 (MeMbpaHHas peakums), MUM1 (MoHo-
MopdHas apepHas peakuus), Granzyme B (rpaHynsipHas
uMTOnnasmMartuyeckas peakuus). Cpeam KIeToK onyxoneBsoro
uHdunbTpaTa oTMevaetcs akcnpeccus CD4 (MeMbpaHHas
peakums), UHaeKc nponudepatuBHoii akTuBHocTH Ki-67 —
80-90% no3uTUBHBIX KNETOK Cpeam KNeToK aAuddysHo-oya-
rOBOr0 OMyXONIEBOr0 MHGMIbTpaTa. Peakummn ¢ aHTUTENaMM
K CD56 (NCAM), CD246 (ALK), MPQ, PAX5, TdT B KneTkax
onyxoneBoro UHGUNLTpaTa He 06HapyKeHo.

JuazHo3. Ha ocHOBaHUM rMCTONIOMMYECKOr0 U UMMYHOTU-
CTOXMMMYECKOr0 UCCNeA0BaHNSA YCTaHOBIIEH AMarHo3: «Jlum-
(oMaTonaHbIA Nanynes, NpeanonoKuTENbHO, C NepecTpoil-
Ko DUSP22-IRF4 (nokyc 6p25.3)».

AugeperyuansHeili duazHos: nMMdoMa.

Jleuerue. C y4€TOM NIOKaNM30BaHHOMO TEYEHMA NpoLiecca
M UCCEYEHMs e[MHCTBEHHOrO 0Yara JanbHeillee cneuudu-
YecKoe fieyeHne He MOKa3aHo.

Ucxod u pe3ynemamel nocredyrowezo Habodenus. MNa-
LMEHT HaxoauTcs NoA HabmogeHueM Bpauyelt — [ETCKOro
OHKOJIOra, [epMarosora, neguatpa no MecTy XWTeNbCTBa.
Cpok HabnwofieHns — 2 rofa, 3a nepuog, HabnofeHus npu-
3HaKOB peLMAMBa He 0TMEYanach.

[lpo2H03 BnaronpusaTHbIN.

KnuHunueckuin cnyya 2

0 nayuexme. MaumeHnTka 3., 3 roaa. Pe6eHoK oT nepBoii
bepeMeHHOCTH, npoTeKaBluen 6e3 ocobeHHoCTeRn, MepBbiX
CPOYHBIX CaMOCTOSTENbHBIX pofoB. Pocna u passuBanach
COOTBETCTBEHHO BO3pacTy. M3 aHaMHe3a u3Hu obpallaet
Ha cebs BHUMaHWe annepruyeckuin 4epMaTuT Ha MOJIOYHbIE
MPOAYKTLI.

AHamHe3 3a6on1esaHus. B Bo3pacTe 2 net poautenu 3a-
METUIM MOSIBAIEHUE BbICHIMAHMIA MO TUMY 3PUTEMATO3HbIX
nanyn u bnswek B naxoBoi obnactu (puc. 2). NMpoBoaunack
MecTHasl 0bpaboTKa 3/eMeHTOB C MCMONIb30BaHUEM aHTUTH-
CTaMMHHBIX 1 TIIOKOKOPTUKOMAHBIX Ma3eli 6e3 BblpaXeHHoro
addeKTa, Ha (oHe aHTMOaKTepManbHOW Tepanuu MOMOXK-
TENIbHOM AMHAMUKW TakKe He oTMeyanock. OcMoTpeHa feT-
CKUM XMpyproM, 3amofo3peH nceBpodypyHKynes. Beinon-
HEHO WCCeYeHuUe 3MIeMeHTa Chinu B NIeBOW NaxoBoi obnacTy.
WcTonormyeckoe uccnegosaHue He mposogumnock. Ha doxe
MEeCTHOM Tepanuu ¢ AUMETUNCYbOOKCUAO0M 0TMeYanach oT-
puLaTenbHas AMHaMMKA B BUAE AaNbHEMLIEro YBeNYeHUs
pa3Mepa M KonnyecTBa BbicbinaHuin. Pogutenu ¢ pebeHkom
obpaTunmnch B rOpoACKYyH LEeTCKyl 00onbHWLY, roe nocne
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Puc. 2. BHeLUHWI BUA, NaTONOMMYECKMX 3IEMEHTOB ChIMK Y NaLMEHTKM 3.
Fig. 2. The appearance of the pathological elements of the rash in
patient Z.

0CMOTpa XUPYProM 3anofo3peHa MHhULMpoBaHHas aTepoMa
nesoro 6eapa. BeinonHeHa buoncus 0bpasoBaHus.

Juaz+o3. Mo faHHBIM TMCTONOTMYECKOO U UMMYHOTUCTO-
XMMUYECKOr0 UCCNe0BaHNSA YCTaHOBNEH AMarHo3: «AHanna-
CTUYECKas KPYNHOKNETOYHas IMMpoMay.

YunTbiBas pefKyl0 BCTPEYAeMOCTb MEPBUYHON KOXHOM
aHanacTU4ecKon KpynHOKIETOHYHON IMM(OMBI Y [IeTel paH-
Hero Bo3pacTta, bonbHas Bbina HanpaBneHa Ha KOHCyNbTa-
unto B ®IbY HMUL, onkonorum um. H.H. bnoxuHa Mun3apasa
Poccum.

Pe3ynemamel ¢usuxaneHoz2o, 1abopamopHo20 U UH-
cmpymMeHmasneHo20 uccnedoganust. Npn ocMoTpe CoCTosHME
pebEHKa cpeaHeii CTeNeHN TAXECTH, CTabunbHoe. Ha KoXHbIX
MOKPOBaX BM3YaM3MUPYKITCA MHOMKECTBEHHbIE 3PUTEMATO3-
Hble NeHTUKYNSPHbIE Nanysbl B 001aCTV BHYTPEHHEN NoBepX-
HOCTW Gefpa, NaxoBoOi W aHoreHWTanbHoW obnactu. Kpome
TOrO, BbIIBJIEH eAWHUYHBIA 3pUTEMATO3HbIA Y3eN B MpaBoii
aKcunnspHoi obnactu.

B ®rbY HMWL, rematonorun MuHsapasa Poccum Bbinon-
HEH NepecMoTp MUCTONOTMYECKUX NpenapaToB C UMMYHOTU-
CTOXMMMYECKUM UCCTIELOBAHUEM.

lucmonoaudeckoe uccnedosaHue. [0 [aHHbIM TUC-
TOJIOTMYECKOr0 WUCCNeL0BaHWA BU3YanuU3UpyKTCA Cpe3bl
KOXW C OPTOKEpaTo30M, M3bA3BNEHNEM, NepUPOKanbHo —
C yyacTKamu runeprnapakeparosa, nanunnomaro3a. B npo-
EKLMM U3bA3BNEHNSA BO BCEX OTAENaX AepMbl OMpeLensioTcs
KpynHOOYaroBble MHMWLTPaTLI, PacnpoCTPaHSKLLMECS B M-
nonepMy. KnetouHbiii cocTaB MHQUNLTPATOB NpefcTaB/eH
NoNMMOPdHLIMKA KNETKaMU CPeSJHEro M KPYMHOro pasMepa
C HanuumeM ABYAREPHbIX GOPM C YKPYMHEHHBIMU SLPbILLI-
KaMmu, cnabo 303MHOGUNBHON MM CBETION LMTOMIa3MON,
HEBLICOKOW MMTOTMYECKOW aKTUBHOCTLIO (B CpefHeM [Ba
MuTO3a B nose 3peHus npu 400-kpaTHoM yBenuueHum). Me-
pudOoKanbHO pacnonoXeHHOe peakTUBHOE MUKPOOKPYEHME
NpeLCTaBEHO MeSIKUMU IMMAOMAHBIMU KITETKaMU, Nnasmo-
LMTaMW, €AMHUYHBIMU 303UHOQUIBHBIMU FPaHyNoLMTaMK.

DOl https://doiorg/1017816/dv6/78051

MmmyHo2ucmoxuMuyeckoe uccaedosarue. [pn UMMyHo-
TMCTOXMMUYECKOM WCCNeA0BaHNM 0TMeYaeTcs MOHoMopGHas
aKkcnpeccus CD30 (MeMbpaHHasi, LMTonNasMaTyecKas peak-
LMK, B KpyMHbIX KeTkax — dot-like-peakuus), CD8 (MeM-
BpaHHas peakums MMMAQONIHBIMKA KIETKaMU UH@UNbTpaTa.
Hebonbluasa yacTb KneTok akcnpeccupyet MUM1 (agepHas
peakums). ALK-N03uTMBHBIX 3/1EMEHTOB He O0OHapyeHo.
[lnarHocTmyecky 3HaumMMble MOphOMMMYHOMUCTOXMMUYECKUE
XapaKTepUCTUKM NMMOMaTOUIHOrO Nanynésa npeacrasne-
Hbl Ha puc. 3-5.

JuazHo3. Ha ocHoBaHMM faHHbIX aHaMHe3a, MHCTPYMeH-
TanbHbIX AaHHBIX U NepecMoTpa MMCToorMYecKux npenapa-
TOB C UIMMYHOTUCTOXMMWUYECKUM WUCCIIEA0BaHUEM MOCTaBJIEH
AMarHo3: «J/IuMdoMaTouaHbIN nanynes, Tun Ex.

Puc. 3. buonTat Koxu NaumeHTKM 3.: B KOXeE C U3bA3B/IEHNEM BO BCEX OT-
[Jenax fiepMbl onpepenseTcs auddy3Ho-KpynHoo4aroBbIi IMMAOUAHBINA UH-
(UNLTPAT U3 KINETOK CPeAHEro M KPYMHOro pasmMepa C MUHMManbHbIMU Npu-
3HaKaMm anuaepmoTponmuamMa. OKpacka reMaToKCUIMHOM W 3031HOM, x50.
Fig. 3. Skin biopsy in patient Z.: in the skin with ulceration, diffuse large-
focal lymphoid infiltrate of medium and large cells with minimal signs of
epidermotropism is detected in all parts of the dermis. Hematoxylin and
eosin staining, x50.

Puc. 4. bronTat Koxu nauneHTKy 3.: KNETKU NUM@onaHoro MHbunbTpaTa
npaKTU4ecku MoHoMopdHo akcnpeccupytoT CD30 (MembpaHHas, uMTonnas-
MaTuyeckas 1 dot-like peakumm). IMMyHohepMeHTHBI MeTof, peakums
¢ aHTuTenamu k CD30, x200.

Fig. 4. Skin biopsy in patient Z.: lymphoid infiltrate cells express CD30
almost monomorphically (membrane, cytoplasimatic, and dot-like
reactions). Enzyme immunoassay, reaction with antibodies to CD30, x200.
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Puc. 5. bronTat Koxu naumeHTKn 3.: KNeTku IMMGOUAHOr0 MHUNLTpaTa
aKcnpeccupytot CD8 (MembpaHHas peakuws). IMMyHodbepMeHTHBIN MeTof,
peakums ¢ aHTuTenamu k CD8, x200.

Fig. 5. Skin biopsy in patient Z.: lymphoid infiltrate cells express CD8
(membrane reaction). Enzyme immunoassay, reaction with antibodies to
CD8, x200.

AugppeperyuansHell duazHos: nceBaodypyHKYNES, UH-
buumpoBaHHas atepoMa, nMMdoma.

Jleyerue. B cBAi3n ¢ [obpOKaYeCTBEHHBIM TEYEHWEM 3a-
boneBaHus pebEHKY peKOMeHA0BaHbI MECTHAsA Tepanus aH-
TUCENTUYECKUMM CPEACTBAMU U AMHAMMYECKOE HabMtoAeHMe.

Ucxod u pesynemamel nocsedynouiezo Habso0eHus.
Yepe3 3 Mecsia npu ocMoTpe yCTaHOB/EHa HeKoTopas pe-
rPeccus KOXHbIX NpOSBAEHNA TMM(OMATOMAHOIO Nanynesa,
HOBbIX 3NIEMEHTOB B TeyeHWe | Mecsiua He Habnoaanock.
Mpy fanbHelweM AMHAMUYECKOM KoHTpone (Yepes 6 Mecs-
LLeB) 0TMeYanachb NoJIOXUTENbHAA AMHAMUKA B BULE NOYTH
MOJIHOW Perpeccun nanys, OCBET/IEHUS TMMNEpNUrMeHTUPO-
BaHHbIX MATEH Ha MECTE pa3peLLMBLUMXCA 3/IEMEHTOB. B Te-
yeHue 2,5 net HabnwopeHus peunamea NMMMAOMATOMLHOMO
nanynésa He bbino.

[Ipo2H03 BaronpusTHLIN.

Knuunyeckuin cnyvai 3

0 nayuernme. PebéHok K., 6 net, ot BTOpoii bepeMeHHOCTH,
MpoTEeKaBLLEeN Ha hoHe UCTMUKO-LIePBUKABbHOM HeJ0CTaTou -
HOCTM, BTOpbIX NpexAeBpeMeHHbIX PofoB Ha 27-i Hepene
rectauum (B cBA3M C JOPOJOBLIM U3NIUTUEM OKOMOMIOAHbIX
Boa). Macca Tena npu poxaenumn 950 r, pnvHa Tena 23 c.

AxamHe3 3a60/1e8aHUS. PaHHWIA HeOHATaNbHBIA NepUoA
OCNOXHWICSA MHEBMOHWEN, PETUHOMATUEN HeLOHOLIEHHbIX.
[anbHeliwee passuTue pebEHKA NPOMCXOAMNO NO BO3pacTy.
B Bo3pacTe 6 nieT nocne nepeHecEHHOI OCTPOM pecnmpaTop-
HO BUPYCHOM MH(EKLIMM Ha KOXKE OTMEYEHO MOSIBNIEHME ChIMH.
3neMeHTbI CbiNW NpeTepneBa 3Tanbl pas3BuTUS: NATHO—Nany-
Na—nycTyna—nuMrMeHTUpoBaHHoe NATHO. ocne KoHCybTaummn
JepMaronora ycTaHOBMeH AuarHo3 6ynnesHoro MMneTuro,
MpoBOAMNAack aHTMbaKTepuUanbHas Tepanus aMOKCULIMITMHOM
6e3 addeKTa, B CBA3M C YeM BbINONHEHA buoncus oaHOro
13 31EMEHTOB Cbinu. [10 JaHHBIM MMCTONOMMYECKOTO 3aKJTYe-
HWs YCTaHOBJIEH AMarHo3 HelTpodmibHoro Aepmatosa Ceuta.

DOl https://doiorg/1017816/dv6/78051

YunTbIBas HECOOTBETCTBME COMATUYECKOrO CTaTyca naum-
eHTa [LONOSHUTENIbHBIM KpUTEPUAM 3abosieBaHus (Mxopaga-
Ka, apTpanrum, HenTpodunbHbIN NenkoumTo3) [19], BLINOMHEH
nepecMoTp FUCTONOTMYECKUX NpenapatoB B ycnosusx OIBY
HMMULL rematonorum Munsgpasa Poccun.

lucmonoauyeckoe uccnedosaxue. To [aHHbIM nepe-
CMOTpa BU3yanu3WpyeTCs TMNepKepaTo3 U aKaHTo3 npej-
CTaBNieHHOro parMeHTa Koxu. B nepMe BbIsBNEHbI QOKYCHI
MHQUIBTPALMM C TEHAEHLMEN K NEPUBACKYNSPHON U Nepu-
afiHeKcanbHoi rpynnupoBke. KneTouHbin MHdUNbTpaT npea-
CTaB/eH CKOMIEHWAMU MasblX JMMPOLMTOB C MPUMECHI0
nosMMopGhHOAEPHBIX NEAKOLMTOB, MUCTUOLMTOB, TaKXkKe BYU-
3yaNn3npyIOTCA 3NIEMEHTbI C KPYMHBIMU OKPYT/bIMUA UITA 0BO-
MOHBIMK SApaMM, KOTOpbIE COAEPIAT 0JHO AApbILKO. Mpu-
3HaKOB 3MWLEpMOTPONM3Ma He BbisiBNEHO. BcTpeuatotcs
Gburypbl MUTO30B (puC. 6).

UmmyHo2ucmoxumuyeckoe uccnedosaHue. BeinonHeHo
MMMYHOTUCTOXMMMYECKOe uccregoBatue ¢ aHTu-CD15, CD1a,
CD20, CD30, CD31, CD38, CD4, CD68, CD8, Langerin: KpynHble
knetkn CD30+/CD4+, KNETOYHbIN MHGUNLTPAT NpeacTaBneH
npeumyLlectBeHHo CD4+ T-knetkamn n CD15-no3nTUBHBIMK
NenKouuUTaMm, BCTPeYatoTca HeMHorouncneHHble CD68+ ru-
CTUOLMTBI M eiuHUYHble B-knetku CD20+ (puc. 7).

JuazHo3. Ha ocHOBaHMM AaHHBIX FUCTONIOMMYECKOr0 U UM-
MYHOrMCTOXMMUYECKOr0 UCCeL0BaHUS YCTAHOBIIEH AMarHo3:
«J/luMdomaTonaHbIN nanynes, Tun Ax.

MpoBoaunock neyeHne NpeaHM30/10HOM 15 Mr/cyT B Teye-
HMe ABYX MecsiLieB, MPUMEHSIUCh TOMMYECKME TIIIOKOKOPTH-
Komabl — 6eTameTasoH 0,05% (Akpuaepm). Ha dpoHe npoBo-
LMMOT0 IeYEHUs 0TMEYaNoCh MOSBNEHNE HOBbIX 3/IEMEHTOB
CbiNK Ha Koxe Tynoeuwa v auua. Hanpaenex 8 ®rbY HMUL,
oHKkonoruu uMm. H.H. bnoxuna Munsgpasa Poccum ans po-
0bcnefoBaHWs W ONPeLeneHns TaKTUKM JIeYeHUs.

Puc. 6. buontat Koxu naumenta K.: cpean nonumophHOKNETOYHOrO
TMMGOMAHOTO MHOWUNLTPaTa, NPEACTaBNEHHOr0 MEeNKUMU IMMbOUAHBIMMI
KneTKaMu C MpUMEChH 3pefibX M1a3MaTUYecKNX KIETOK, MMCTUOLMTOB,
€IMHUYHBIX 303MHOQUIIbHBIX TPaHYNIOLMTOB, B LEHTPE — KpyMHas iuM-
dbonaHas knetka. OKpacKa reMaToKCUIMHOM U 303uHOM, x400.

Fig. 6. Skin biopsy in patient K.: among the polymorphocellular lymphoid
infiltrate, represented by small lymphoid cells, with an admixture of
mature plasma cells, histiocytes, and single eosinophilic granulocytes,
there is a large lymphoid cell in the center. Staining with hematoxylin and
eosin, x400.
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Puc. 7. buonTat Koxu naumeHTa K.: HeMHoroumcneHHble KpynHble MMgo-
UOHble KIeTkW, akcnpeccupytowme CD30 (MembpaHHas, uuTonnasmaruye-
cKasi, dot-like peakums). CD30-nosuTuBHbIe, TakKe HebombLIOTO pasMepa
3perible MnasMaTUyeckue KNeTKU, TUCTUOLMTI (BbITAHYTON GOpMbI KIETKY,
cnabas umTonnasMatuyeckas peakums). IMMyHodepMeHTHBI MeToa, x400.
Fig. 7. Skin biopsy in patient K.: few large lymphoid cells expressing CD30
(membrane, cytoplasmic, dot-like reaction). CD30-positive are also small-
sized mature plasma cells, histiocytes (elongated cells, weak cytoplasmic
reaction). Enzyme immunoassay method, x400.

Pesynemamel ¢u3ukaneHo2o, 1a60pamopHo20 U UH-
cmpyMeHmansHo20 uccnedogarus. Mpu noctynneHuu co-
CTOSIHME MauMeHTa CPefHen CTENEeHM TSKeCTH, CTabunbHoe.
Yanobbl Ha NosiBNEHNE HOBbIX 3/IEMEHTOB Ha KOXe, yMEepeH-
HbIn 3yA. [pu ocMOTpe BU3Yann3WpYIOTCA MHOXECTBEHHbIE
371EMEHTbI CbiNW Ha KOXe JINLa, Tena, KOHeYHOCTe! Ha pas-
HbIX CTaMAX Pa3BUTUA, MaKCUManbHO [0 1,5 M B inaMeTpe;
OTAEMbHbIE 3MIEMEHTbI PacnofioXeHbl Ha MHGOMILTPUPOBaH-
HOM OCHOBaHUW, BbICTYMAlOT HaZ NOBEPXHOCTLIO KOXM; No-
BEPXHOCTb 3JIEMEHTOB C U3bSA3BNIEHUEM, UMEETCA CKYAHOE
cepo3Hoe otaensemoe (puc. 8).

AugppeperyuansHell duazHo3: HeUTPODUNBHLIN AepMa-
103 CBUTA.

Puc. 8. BHewwHui Bug 6onbHoro K. no Havana tepanumu bpeHTykcumabom
BEAOTUHOM.

Fig. 8. Appearance of patient K. before starting therapy with brentuximab
vedotin.

DOI: https://doiorg/10.17816/dv678051

JleyeHue. YunTbIBasi MHOXECTBEHHOE MOPaXKEHUE KOXKM,
OTCYTCTBUE MONOXKUTENBHOWM AMHAMUKM NPY TEPANUM FTIIOKO-
KOPTUKOWAAMM, B Ka4YeCTBE BTOPO/ JIMHWM Tepanuu NaLmeHTy
BBE/JEH DpeHTYKCMMab BefoTUH U3 pacuéTa 1,8 Mr/kr.

Ucxod u pe3ynemamel nocnedywouiezo HabsodeHus.
Mocne nepBoro BBeEHNUS 0TMeYanach NONOXMUTENbHAs -
HaMMKa B BULE YMEHbLUEHWUA B pa3Mepax BCEX 3JIEMEHTOB
CbIMK, OTCYTCTBMA HOBbIX 3/1EMEHTOB. Tepanus NpoJomKeHa
B MPEXHEM PeXuMe, BbINOJHEHO 6 BBELEHUI BpeHTyKCK-
Maba BefloTWHa ¢ MHTepBanoM 21 feHb. [JOCTUTHYT NOSHbIN
KMHWYECKMA 3 dEKT, KOTOpbI NPOAOIKANCS B TeYeHue
6 MecsiLeB, HO 3aTeM BO3HUK peLMAnB JIMMGMOMaTONHOTO
nanynésa, notpeboBaBLUMiA BO30OHOBNEHNS Tepanuu bpeH-
TyKcMMaboM BenoTuHOM. bnaropaps npoBoavMoil Tepanuu
AOCTUrHyTa NOBTOPHas MOJIHAs PEMUCCUS, KOTOpas NPoAoN-
»aetca yxe B TeyeHue 1 roga.

[lpoz2Ho3 bnaronpusATHBbIN.

ObCYXOEHWUE

JIumboMaTomaHbIN Nanynés — KpaiHe pefKui BapuaHT
CD30+ T-kneTouHbIX IMMdonposndepaTMBHbIX 3ab01eBaHNN
C NepBUYHbIM MOpaXKeHNEM Koxu. oATBEpKAEHWE AMarHo3a
nMMdoMaToMAHOro nanynésa A0MKHO NPOBOAUTLCA HA OCHO-
BaHWUM COOTBETCTBYIOLLIEH KIIMHWYECKON KapTUHbI U pe3yfibTa-
TOB MMUCTOIOTMYECKOr0 U MMMYHOTMCTOXUMMYECKOTO UCCrie-
AoBaHui. CxoacTBo NMMGOMaTOMAHOMO Nanynésa ¢ ApyruMu
numdbonponvdepaTMBHBIMM, @ TaKkXe BOCMaNUTENIbHbIMMI
U MHOEKUMOHHBIMU MPOLIeCCaMK 3HAUMTESIBHO YCNOMHSAET
npouecc BepuduKaLmMm amarHosa.

InddepeHumnanbHas nuarHocTMKa B MepBylo 04epenb
OOJKHA MPOBOAMTLCA C MEPBUYHON KOXHOM aHamnactuye-
CKOW KPYMHOKJIETOYHOM NMMGOMON, CUCTEMHON aHannacTu-
YECKOW KPYMHOKNETOYHOW IMM(OMOIA C MOpaXKEHUEM KOXM,
rPUBOBUIAHBIM MMKO30M, T-KNIETOYHOM IMMGbOMOIA/NeliKo30M
[1, 20]. Tak, Hanpumep, He0bX0AMMO YUMTLIBATB, YTO ANA Na-
LMEHTOB € MMMQOMaTOMIHBIM Manyné3oM W aHannacTuye-
CKOW KPYMHOKNETOYHOW NMMQOMON XapaKTepHbl 3KChpec-
cua CD30 n nepectpoiika reHoB T-KNETOYHOro peLienTtopa.
lMcTonornyeckue npusHaku nMMpoMaToMaHOro nanynésa
TMna C o4YeHb CXOXM C aHaNaCTUYECKON KPYMHOKETOUYHON
nMMGOMOK, NO3TOMY ANS NOLTBEPXKAEHWA AMarHo3a Heob-
XOAMMO MPUHUMATb BO BHWUMaHWE KIIMHUYECKYI0 KapTuHY,
B TOM YWC/IE XapaKTep 3/1EMEHTOB Ha KOXe, BO3MOXHOCTb
WX CaMOCTOSATENbHONM Perpeccu, a TaKKe Hanuume yBesn-
YEHHbIX IMMPATUYECKUX Y3/0B W NOBLILLEHWE KOHLIEHTpaLmuu
naKTaTaernaporeHassl B Kpou. KpoMe Toro, BaxHo npoBe-
AeHne auddepeHUManbHOro auarHosa nMMQpoMaTouaHoro
nanynésa tuna B c rpuboBuaHbIM MUKO30M. [prboBUaHbIN
MWUKO3 fiBRsieTCA Haubonee yacTo BCTpevaloLMMca Bapu-
aHTOM W3 TpynMbl NEPBUYHBIX KOXHbIX T-KIETOYHbIX JIUM-
oM y B3pocnbix 6osbHbIX. BapuabenbHas KauHuyeckas
KapTuHa, akcnpeccust CD30, Hanmume nepecTpoyiKM reHoB
T-KneTouHoro peuentopa — [aHHble MOP(OUMMYHOM-
CTOXMMUYECKUE W MONEKYNAPHbIE XapaKTEPUCTUKM MoryT
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BCTpeYaTbcA Kak npu nMMpomMaTomaHoM nanynése tuna B,
TaK 1 npu rpuboBmaHoM MUKo3e. [nddepeHumnanbHblin oua-
FHO3 TaKXe HeobXxoAMMOo NpOBOAUTbL C BOCMAnUTENbHBIMM
M MHOEKUMOHHBIMM 3aD0NeBaHNAMM, MPU KOTOPbIX MOTYT
BolsiBnATbCc CD30-no3uTuBHble Knetkn. K 3tuMm coctosi-
HWAM OTHOCATCA B NEPBYI0 04Yepefb OCTPbIN JIMXEHOUIHBIN
1 BapnonMhOpMHbI Napancopumas, peakums KOXW Ha yKychbl
UNEHUCTOHOT X, JIEKAPCTBEHHO-MHAYLIMPOBAHHbIE M3MEHEHUS
KOXMW, BUPYCHble MHOekumm [1, 21]. MNpoBeaeHune TiiaTenb-
HOM anddepeHLManbHON ANarHOCTUKM 0COBEHHO aKTyabHO
B MpaKTWUKe Bpaya-nefuatpa, NocKombKy Y AeTel 3feMeH-
Tbl CbIMY 3a4acTyld MoryT bbiTb MpeAcTaBneHbl Y3/10BbIMM
WU HEKPOTMYECKMMM 00pa3oBaHMAMM, a TakKe I3pUTeMaTos-
HbIMM W YellyW4aTbiMW NATHaMK, YTO MOXET UMUTUPOBATb
LUMPOKMIA CMNEKTP Ho3onorui [22, 23].

K opyruM ocobeHHoCTAM TeueHWs nuMdboMaTomLHOro
nanynésa y peteid, cornacHo faHHbiM J. Miquel u coasT.
[22], oTHOCATCS YacTble anobbl Ha 3y4 (o 40% uccnepo-
BaHHOW KOropTbl 6OMbHBIX), @ TaKKe MosBEHWe CUMMTO-
MOB 3abosieBaHWA BCKOpe Mocsie NepeHecEéHHOM MHbeKLMUK
(y 28% bonbHbIX pa3BuTUIO NMMMGOMATOMAHOMO Manynésa
npefllecTBoBana BupycHas MHbekums). Mccneposate-
NN NpeSnonarakT, YTo BUPYCHble MHAEKLMM MOTAM CTaTb
TpUrTepHbIM (aKTopoM, NobyAMBLUMMM pa3BUTME IUMQO-
MaTtoupHoro nanynésa. Kpome Toro, y geteit ¢ nuMmdoma-
TOMOHBIM Manyne3oM YacTo BbISBAANMCH Takue 3aboneBa-
HWA, KaK aTonuyeckuit aepMmatut (28%) U NMXeHOMOHbIN
napancopua3 (36%). BaxHo 0TMeTUTb, 4TO NMpK KaXAOM
“3 3Tux 3aboneBaHM MpWU TUCTONOTMYECKOM U UMMYHO-
TUCTOXMMUYECKOM WCCNeA0BaHUN MOTYT ObiTb BbISIBNIEHB
CD30-no3uTuBHbIE KIETKW, YTO AAET OCHOBAHWE paccMa-
TPMUBATb MX KaK HO30J10rMU, aCCOLMMPOBAHHbIE C Pa3BUTUEM
numdomartongHoro nanynesa [22].

3AKJIKYEHUE

Takum 06pa3oM, cBoeBpeMeHHas AMarHoCTUKa iMMpoMa-
TOMZHOrO Manynésa npeacTaBnseT coboM COXHY 3ajauvy,
YTO MOATBEPIKAAIOT NPUBEAEHHBIE HAMU KIMHUYECKWE Cy-
yau. [lo BepudMKaumM AnarHosa NMMAOMaTOMEHOMO nany-
Né3a y naumeHToB bbinM 3anofo3peHbl Takue 3abonesaHus,
KaK nceBaodypyHKYNE3, MHOULMPOBaHHas aTepoMa, bynnés-
HOe UMMNETUro, HEMTPOUNBHBIN AepMaTo3 CBuTa, aHannacTu-
YecKasi KpymHOKeTouHas numdoma. [paBunbHbIA AnarHo3
Bbin yYCTaHOBNEH C YYETOM KIMHMYECKOW KapTuHbI, rUCTONO-
TUYECKMX U UIMMYHOTUCTOXMMUYECKUX XapaKTEPUCTUK OMyXoNn
B Ka)X[10M Ciyyae. [lobpoKadyecTBeHHOE TeyeHue 3aboneBaHms,
a TaKIKe LLIMPOKMI CMEKTP NOAX0A0B K JIeYeHN MMdoMaTo-
MIHOro manysnésa No3BoanIM AOCTUYb MOSTHOrO OTBETA C CO-
XpaHeHUeM PEMIUCCHM Y BCeX MPEeLCTaBeHHbIX NaLMeHTOB.

[ns cBoeBpeMeHHOW OMarHOCTUKM NUMAOMATOULHOMO
nanynésa HeobxoauMo 0bbeiHeHNe YCUITUA LepMaTosIoroB,
remMaTosioroB W NaTosioroB, a Takke 0006LLeHe KITMHUYECKUX
0cobeHHOCTeN Ans Bblbopa ONTUMANbHON TaKTUKK NIEYEHMA.
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Bknap aBrtopos. T.T. Banues, A.M. Kospuruna, A.C. Bonkosa, H.H. My-
pawwkuH, T.C. benbileBa — pa3paboTka KOHLENUWK W Au3aiiHa uccne-
[0BaHWUsA, NPefoCTaBfieHNe MaTepuanoB UccefoBaHus, cbop u obpa-
BOTKa [aHHbIX, aHaNM3 U UHTEprpeTaLns AaHHbIX, aHaNM3 UCTOYHUKOB
NMTepaTypbl, MOArOTOBKA CTaTbW, HanMcaHWe TEKCTa, PefaKTMPOBaHue,
OKOHYaTenbHoe ofobpeHue cTaTbn. Bce aBTopbl 0pobpunu pykonuch
(Bepcuio s nybnuKaumm), a TakKe COrNacuinch HeCTU OTBETCTBEH-
HOCTb 3a BCe acneKTbl paboTbl, rapaHTUPys HaJJlexallee pacCMOTpeHue
W peLUeHue BOMPOCOB, CBA3aHHBIX C TOYHOCTbIO M J0OPOCOBECTHOCTbI
nobon eé yactu.

Cornacue Ha my6nmkaumio. ABTOpbI MOAYYMNIM NUCbMEHHOE UHGDOPMM-
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LaHHble).
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leHepaTUBHbIA UCKYCCTBEHHbIN MHTENNEKT. [1py co34aHUM HaCToALLEN
CTaTbi TEXHOMOMMM TEHEPaTUBHOTO WUCKYCCTBEHHOrO MHTENNEKTa He Uc-
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PaccMotpeHnue u peueHsupoBaHue. HacTtoswas pabota nogaHa B xyp-
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