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OnucaH KnuHnYeckun cryyan numdomarongHoro nanynesa y mansymka 10 net, KnMHMYeCcKu
XapakTepu3yoLMINCH HalMYnemM U3bsa3BISIOLLMXCS Y3108, paspeLuarLmxcs ¢ oopMnpoBaHnem
aTpodundecknx pyouos. OuddepeHumnansHO-MarHoCTUYECKUIA NMOUCK Y NaumeHTa BKo4van
aHannacTU4YecKyto KPyrnHOKNETOUHYIO NMMMAOMY KOXU, TYOEPKYe3 KOXU, Y3eNKOBbIA NonuapTepunT,
y310BaTty 3puTemy, rnyboKy KpacHy BONYaHKy 1 oeduunt anbga-1-aHtutpmncmHa. Ha ocHoBaHum
JaHHbIX aHaMHe3a, KITMHUYECKOW KapTuHbl, a TakxXe Nn1abopaTtopHbIX U UHCTPYMEHTAbHbIX
nccrnegoBaHnm nauneHTy 6611 NocTaBeH agnarHo3 «nuMmdomarongHeiv nanynes». B npouecce
o6cneposaHns y nauneHTa He 6b110 BbIIBSIEHO COMYTCTBYIOLMX HEONACTUYECKMX 3a6051eBaHUN.

Bce anemeHTbl paspeLlumnmcb ¢ UICXOAO0M B rMNeprnnrMeHTHbIe NATHA UK atpouryeckue pyoLibl.

Ha cerogHsWHWI feHb 6e3peunamBHbIn Nepuof 3abonesaHuns y nauneHta coctasnset 10 mecaues.

KntoyeBble CNoBa: numcomaTonaHblii nanynes; AeTckas 4epMaroNiorus; OHKONOrusl; UMMYHOrMCTOXUMMMUYECKOe
uccneposaHue

KOHMNUKT MHTEPECOB: aBTOpbI 3aABASOT 06 OTCYTCTBUM IBHOTO M MOTEHLUMANBHOMO KOH(DIIMKTA UHTEPECOB,
CBfI3aHHOr0 C Ny6nukauuen HacTosLLen cTaTbu.

NCTOYHUK hrHaAHCUPOBaHMS: pa6oTa BbINOSIHEHA U OMY6NIMKOBaHa 3a cHeT (PMHAHCUPOBAHUS MO MECTY paboThbl
aBTOpPOB.

Cornacve naumeHTa: nauneHT [O6POBOSILHO NoANMcan MHOPMUPOBAHHOE Cornacue Ha NyGnmnKaumo
nepcoHansHon MeguLMHCKON nHdopMaLmm B 06e3nnyeHHon hopmMe B XypHane «BecTHuK gepmaTonoruu
W BEHEpPOormm».
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:[Jymphomatoid papulosis.

Case in pediatric dermatological clinical practice
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A clinical case of lymphomatoid papulosis in a 10-year-old boy is described, clinically characterized by the
presence of ulcerating nodes that resolve with the atrophy formation. The patient’s differential diagnostic
workup included cutaneous anaplastic large cell ymphoma, cutaneous tuberculosis, polyarteritis nodosa,
erythema nodosum, deep lupus erythematosus, and alpha-1 antitrypsin deficiency. Based on the

history, clinical picture, as well as laboratory and instrumental studies, the patient was diagnosed with
lymphomatoid papulosis. During the examination, no concomitant neoplastic diseases were identified in
the patient. All elements resolved with the outcome being hyperpigmented spots and atrophy. To date, the
relapse-free period of the disease in the patient is 10 months.
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M AxtyanbHocTb

JlnmdbomatomgHein nanynes (Jiull) — sto numdonpo-
nvdpepaTnBHoe 3abonesaHne KOXW, KOTOpoe XapakTepuay-
€TCsl XPOHNYECKUM peLManBupyoLLMM O6poKaveCTBEHHbIM
TeyeHvem ¢ 6naronpusaTHLIM MPOrHO30M ANA MauUeHTOoB,
a Takxe MosiBfIeHNEM BbICbINaHWA B BUAE MHOXECTBEHHbIX
nanyn Unu y3nos, CKIIOHHbLIX K CaMONMpoU3BONbHOMY paspe-
weHwio [1].

B cTpykType 3ab6onesaemMocTV MEPBUYHLIMU JINM-
domamn koxm Ha gonto CD30+ numcbonponudepatms-
HbIX 3a6oneBaHuin, K koTopbiM oTHocsaTcs Jlull n CD30+
aHannacTuyeckas KpyrnHokneTo4Has nmmaoma Koxu, npu-
xoputcest 25%, paHHble HO30/10rMM — BTOPbIE MO YacToTe
BCTpe4aemMoCTu B rpynmne nocrne rpnéoBnaHoOro Mnkosa [2].
O6wemnpoBas 3a6onesaeMocTb JIMll Ha cerogHsALLIHUA
neHb cocTtaBnset 1,2—1,9 cnyyas Ha 1 MfH 4YenoBeK B rof
N 3aHuMaeT 12% Bcex KOXHbIX numcom [3, 4]. HecmoT-
psi Ha TO 4YTO B3pOCHbIe B Bo3pacTe OT 35 net ABnsAoTCA
OCHOBHOW BO3pacTHoM rpynnon 6osbHbIX Jnll, B nepgna-
TPUYECKON [OepMaTonorn4yeckon mnpakTuke 3abornesaHue
BCTpeYaeTcsl CpaBHUTENbHO Yalle 60sblIMHCTBA NMMAo-
nponudepaTnsBHbIX 3abonesaHuit [5]. MauuweHTtsbl ¢ JInll
WMEIOT MOBbILLEHHbIN PUCK Pa3BUTUS APYrnX MMMAONponu-
drepaTuBHbIX 3a60NeBaHUN, TakKnUX Kak rpuboBUAHBIA MU-
KO3, aHannactuyeckas KpynHokneToyHas numdoma, M-
doma XopxkkuHa. MNpu atom Jull moxeT npefgLecTsoBaTb
yKasaHHbIM 3aboneBaHusaM, pasBuBaTbCA MapannesibHo
C HUMK unu nocne Hux B 15-20% cnyyaes [1].

KnuHnyeckasa kapTuHa naumeHToB ¢ JIull xapaktepu-
3yeTca BapuaTMBHOCTLIO MposiBneHun. Havbonee 4vacto
B 061aCTV TyNOBULLIA W MPOKCUMASTbHBIX OTAENOB KOHEYHO-
CTeN y 6OMbHLIX ONPEeAenatTCa MHOXECTBEHHbIE nanysibl
W y37bl KPACHOr o LBeTa € CUHIOLLHBIM OTTEHKOM, 6bICTPO
yBenuuusatoLmecs B pasmepax fo 2 CMm, CyLlecTeyoLume
Ha KOXe 10 HECKOJbKNX MEeCSILIEB M 3aTeM paspeLuaroLmecs
¢ o6pa3oBaHNeEM o4aros pyoLOBOM aTpodmm UM NOCTBOC-
nanuTensHoOn runep- unu penvrmeHTaumu. llossnexuve
BbICbIMaHNA 06bIYHO HE COMPOBOXAAETCA CYObEeKTUBHBLIMU
nposiBNeHnaMn. Pexe y naumMeHToB MOryT onpefensTbcs
KpYMHble y3rbl (40 4 CM), CKIIOHHbIE K 6bICTPO HEKpPOTU3a-
LN U U3bA3BNEHWUIO, YTO XapakTepHo ans Jivll tuna E [1].

Puc. 1. B 06nacTin neBoro nneya y navesTa onpeaensncs y3en kpacHoro Lpera
C CUHIOLUHbIM OTTEHKOM, 3 CM B ANaMeTpe, NAOTHbIA NPy nanbnaunm

Fig. 1. On the left shoulder there was a red-bluish node. It was 3 cm in diameter
and dense on palpation
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MepBuYHbIE T-KNETOYHbIE NUM@POMBI KOXU Ype3Bbl-
YarHO pefKo pasBuBalOTCA Yy OeTen, 4YTo o6ycrnoBnveaeT
aKTyanbHOCTb NpefcTaBNeHHOro KIMHN4eckoro cny4as [6].

Onucanue cnyyas

B okTa6pe 2022 r. B KOXHO-BEHEPONOrniyeckoe otae-
nenve OrbOY BO CIIBITIMY noctynun naumeHt Y.
10 neT ¢ xano6amu Ha A3BEHHble 06pPa30BaHMA Ha KOXe
B 06M1aCTV HUXHUX KOHe4HocTen. /3 aHamMHe3a U3BeCTHO,
4YTO Manbymnk 3abonen oceHbto 2021 r., Korga Bnepeble OT-
METU MOsIBMIEHNE BbIChbINAHUA B BUAE «KpacHOBAaTbIX M-
TEH», KOTOpPble C TeYEHNEM BpeMeHU paspeluanuck. Bec-
Hon 2022 r. BbICbINaHUA NOSIHOCTLIO pPa3peLUnnnuchb, NeTom
nosiBuMcb BHOBb. CO cnoB mMaTepu, y pebeHka oTmeya-
nmceL nepuoanyeckue 6onu B xueoTe. B aBrycte 2022 r.
ManbyuK rnepebonen HoOBOW KOPOHaBUPYCHOM NMHAEKLIMEN.
OceHblo B 06nacTv npasoro 6egpa y naumeHTa nosiBunocb
pacTyllee B avameTpe YnnoTHeHWe, KoxXa Haf HUM 6bina
runepemupoBaHa. [pu obpalleHum K gepmMaTonory rno me-
CTY XUTENbCTBA BbICbINAHUA NaumMeHTa OblNn pacueHeHbl
KaK MHQEKUMS KOXM U MOAKOXHO-XUPOBOW KreTdaTku,
nosToMy emMy 6blfla Ha3HaYeHa CUCTEMHas U Tonu4veckas
aHTMOMOTMKOTEpannsa (aMOKCUMUMINNH, ob6paboTka o4a-
roB MopaxeHusi PykopumHOM, PyLUAUHOM N UXTUOSIOBOM
Masblo). Ha ¢oHe npoBogmmon Tepanum He 6bI1I0 Nony-
YEHO KIMHWYeCKoro adpdpekTta, MO3TOMY B nocneqyoLiem
Masnb4uK 6b11 rocnutanuamposaH B CaHkT-leTepbyprckmi
rocygapCTBEHHbIV NegnaTpuyeckuii MeguLUMHCKUA YyHUBEP-
cuTer.

Pe3ynbratel (on3nkanbHoro, 1abopaTtopHoro

U UHCTPYMEHTAlbHOI0 UCC/Ie[0BaHNA

Ha momeHT OCMOTpa COCTOAHME MaJib4MKa pacueHnBa-
NOCb Kak yaoBneTBOpuUTesibHOE, Nopa>eHne KOXM HOCUJ10
pacnpocTpaHeHHbI XapakTep: Ha KoXe roneHen, npegnne-
LIVIIZ, TbINIbHOM NOBEPXHOCTU I'IpaBOIZ CTOnMbI, NeBOro nine4a,
nepenHen 6PIOLLHON CTEHKM ONPeRenannch y3enku u yansl
KpacHOro LBeTa C CMHIOLHbIM OTTEHKOM (puc. 1), B obna-
CTK npaBoro 6e,u,pa onpenenanach A3sa gMamMeTpom 5cm,
AHO KOTOpOVI 6bIN0 NOKPbITO reMopparm4eCKMMmn Kopkamum
(puc. 2). B obnactv npegnneybs Npu nanbnaumun snemMeHTa

Puc. 2. B obnacTin BepxHeil TpeTv NpaBoro 6eapa nauyeHTa onpeaensanich s3sbl
avametpom 1,5 1 5 cM, 06pa30BaBLLMECS Ha MECTE MNOTHbIX Y308

Fig. 2. In the upper third of the right hip two ulcers (1,5 and 5 cm) were visualized,
which formed from dense nodes
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Puc. 3. Mukpodpotorpading, x40, rematokcunnH-3031H. B agpme onpeaenstorcs
MMOTHbIE KPYMHO04aroBble MHKDUILTPATHI, PACMIONOXEHHbIE MPENMYLLECTBEHHO

B CPEAHMX 11 FNYOOKIX 0TAENaX AEPMbl U NPOHUKAMLLVE B [0MbKN NOAKOXHON
KIPOBON KNET4aTKM

Fig. 3. Microphotography, x40, hematoxylin-gosin. Dense large-focal infiltrates
are determined in the dermis, located mainly in the middle and deep parts of the
dermis and penetrating into the lobules of subcutaneous fatty tissue

oTMe4anacb MecTHas runeptepmus. lNpasas cTona 6bina
oTe4Ha 1 yBenuyeHa B o6beme. [pu nocTynneHum y pebeH-
Ka 6b1110 3aperncTpnpoBaHo 12 anemMeHToB, Yepes 10 gHen
VX KOIMYECTBO YBENNYMNOCH [0 43.

M3 conyTcTBYIOLWMX 3a60neBaHni y nauueHTa oTmeya-
nock oxupexue 3-n ctenenn (MMT = 29,97).

Mo KNMHUKO-NabopaTopPHBLIM faHHbLIM OblN BbIABIE-
Hbl HapyLeHus B Koarynorpamme (AMTB — 39,2 c; O-gu-
mep — 841 Hr/mn; MHO — 1,24). B nocese oTaensieMoro
OHa A3Bbl B 0651acTV npasoro 6efpa natoreHHon dopsl
He o6Hapy>XeHo.

Ona yToyHeHua pfuarHosa nauueHTy nposefeHa
anarHoctuyeckas 6uoncua Koxu. Matepuan gns uccne-
[oBaHuAa 6bIn B3SAT B 06nacTy npepnfedybs N3 ceBexero
y3na pasmepoM 3 x 3 cM 6e3 NpM3HAKOB U3bA3BMEHUS.
Mo 3aknYeHWIo TMCTONOrMYECKOro nccnefoBaHns B Ma-
Tepuane He 6bIN0 BbIBMEHO NPU3HAKOB OMYyXONeBOro
nopaxeHus.

Ha ocHOBaHuUM MepBUYHLIX  KIMHWKO-naéoparop-
HbIX [aHHbIX NauMeHTy Obln NocTaBfieH «pabounin» auna-
rHO3 «BaCKyNUT COCYAOB KOXMW» U Ha3HadeHa cucTemMHas
Tepanus riOKOKOPTUKOCTEpPOMAAMU (NPegHU30MoH B Cy-
TOYHOW [03e 1 MI/Kr C MocnegyowmM CHYXXEHUEM [03U-
POBKM 1 NOCTENEHHOM OTMEHOW npenapara).

YuuTbiBasi OTCYTCTBME B 6MoNTaTe NPU3HAKOB BacKy-
nnTa, rMcToNorM4ecknin maTepvan nauneHTa 6bin Hanpas-
neH Ha nepecmoTp B HAWN oHkonorum um. H.H. MNeTposa,
rae 6bi110 BbIMNOTHEHO MMMYHOMMCTOXMMUYECKOE Uccne-
pnosaHue ¢ aHtutenamu ALK, DSF3, CD3, CD4, CDS8,
CD20, CD30, CD56, Ki-67. lNo peaynstatam mnccnepo-
BaHWSA B Aepme onpefensnucb MnoTHble KpyrnHoovaro-
Bble MHPUNLTPATLI, PACMNONOXEHHbIE NPENMYLLIECTBEHHO
B CpefHunX 1 rnybokKux oTaenax Aepmsl U npoHukaroLme
B AOMbKW MOAKOXHOM Xuposon knetyaTtku (puc. 3). VH-
uneTpaThl COCTOANU U3 KPYMHLIX TMMAONAHBIX KNEeToK
C MUMMYHO6/1acTo- N LeHTpobnacTtonogo6Hon Mopdoso-
rnen (puc. 4) n manbix numdoumnTos. KpynHele numdo-
MAHble KneTku akcnpeccupoBanu CD3+, CD4+ 1 CD30+,
661 HeratueHbl K ALK (puc. 5-7). Ki-67 (nHgekc npo-

T. 100, Ne2, 2024

Puc. 4. Mukpodotorpacons, x100, remaToKeunmH-303uH. [lepManbHble
NHADUIBTPATBI, MPEACTABNEHHbIE KDYMHbIMU IMMMONAHBIMI KNETKAMM C MMY-
HO6MACTO- 1 LIEHTPO6ACTONOA06HOM MOPEOOrMeil 1 ManbiMi NUMAOLMTAMIA
Fig. 4. Microphotography, x100, hematoxylin-eosin. Dermal infiltrates consisted
of large lymphoid cells with immunoblast- and centroblast-like morphology and
small lymphocytes

nudepaTUBHON aKTUBHOCTM) Obin NMOMOXMUTENEH NPENMY-
LLEeCTBEHHO B KPYMHbIX NMMMAOUAHbIX KNneTkax u coctas-
nan npumepHo 30% Bcex KNeTok nHdunsTpata (puc. 8).
lMcTonornyeckne N3MeHeHnss 1 UMMYHOEHOTUM OMyXo-
NeBbIX KNeTok cootsetcTsoBanu Jlull tuny C.

MauneHT 6bIn NPOKOHCYNLTUPOBAH AETCKUM OHKOMO-
rOM C Liefbio BbISBMEHNSA COMYTCTBYHOLLIMX OHKOMOrMYECKNX
3ab6onesaHuii. o peaynsTatam NpoBeAeHHOro o6cnefosa-
Hua (MPT ronosHoro mosra ¢ koHTpactuposaHnem, MCKT
OpraHoB rpygHoOM KNeTku U GPIOLLHON NOMOCTU C BHYTPU-
BEHHbIM 60MIOCHBIM KOHTPACTUPOBAHWEM) He ObISIO BbISIB-
JIEHO MPU3HAKOB BHEKOXHOr0 HeornnacTn4eckoro npouec-
ca 1 Apyrux conyTCTBYIOLLMX NaTONOrmn.

Puc. 5. Mukpodotorpacpis, x40, IMMYHOTMCTOXMMUHYECKOE CCNea0BaHIE

¢ npumeHeHrem aHtuen k CD3. Onpedensercs BblpaXeHHash NONoXKNTENbHAS
akenpeceust CD3 KpynHbIMY UMAOMAHBIMIA KNETKAMN MHGMNbTPaTa

Fig. 5. Microphotography, x40, immunohistochemical assay with anti-CD3
antibodies. The pronounced expression of CD3 by large lymphoid cells is
determined
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Puc. 6. Mukpodotorpadmst, x40, UMMYHOrUCTOXMMUYECKOE UCCRE0BaHIE

¢ cnonb3osaxnem axtiTen k CD4. OnpeaenseTcs BbpXeHHas NONOXMUTENbHAS
akcnpeccust CD4 KpynHbIMU IMMADONABIMU KNETKaMIn MHADUALTPATa

Fig. 6. Microphotography, x40, immunohistochemical assay with anti-CD4
antibodies. There is determined the pronounced expression of CD4 by large
ymphoid cells

LincbgbeperumansHbii AuarHo3

Mpun nepsnYHOM OCMOTPE Yy NaLueHTa B Ka4ecTse aud-
depeHUMansHOro AuarHosa paccmarpusanucb nMMdo-
nponudepaTtneHbie 3a60M1EBaHUS KOXW, TYOEPKYE3 KOXW,
Y3€NKOBbIN NonuapTepuuT, yanosartas apuTema, rny6o-
Kasi KpacHas BonyaHka v fevumnt anbda-1-aHTuTpuncu-
Ha [7]. Ha ocHoBaHWM pe3ynbTaToB COBOKYMHOW OLIEHKU
OaHHbIX aHaMHe3a U KIIMHNYECKOW KapTWHbI (CMOHTaHHOoe
NnosiBNIEHNE y3emnkoB W Y3M0B C TEHAEHUMEN K U3bassrie-
HWIO 1 CaMOCTOATESIbHOMY paspeLUeHuio), n3nKanbHOro
ocMoTpa (OTCYTCTBME CUCTEMHBIX MposBReHu), nadopa-
TOPHbIX (OTpMUATENbHbIA ANACKUH-TECT, OTCYTCTBME aH-
TUHYKNeapHbIX aHTuTen, LE-KNeTok) u MHCTPYMeHTanbHbIX
(rMcTonornyeckoe M MMMYHOTMCTOXMMWYECKOE Wccnemo-

Puc. 8. Mukpodotorpadwmst, x40, IMMYHOrUCTOXMMUYECKOE UCCNEN0BaHIE

Ha onpezeneHue akcnpeccun Ki-67. Skcnpeccus mapkepa Ki-67 onpeaensnach
NPEVMYLLECTBEHHO B KPYMHbIX IMMCDOUAHBIX KNETKaX, KOTOPbIE COCTABUIMN
npumepHo 30% BCeX KNETOK UH(MIbTpaTa

Fig. 8. Microphotograph, x40, immunohistochemical assay to determination

of Ki-67 expression. Expression of Ki-67 was positive predominantly on lare
lymphoid cells which accounted for approximately 30% of infiltrate

W BecTHuk gepmaTtonoruun n seHeponorun. 2024;100(2):87-95
B Vestnik Dermatologii i Venerologii. 2024;100(2):87-95

Puc. 7. Mukpodbotorpadons, x40, MMYHOTCTOXUMUYECKOE MCCNIEA0BaHME

¢ npumeHeHrem aHTn-CD30 aHTuTen. B nHcunbTpare onpeaensioTcs KpynHbie
numdouaHbIe KNeTkK, akenpeccupyrole CD30

Fig. 7. Microphotograph, x40, immunohistochemical assay with
anti-CD30 antibodies. In the infiltrate large lymphoid cells with positive
CD30 expression

BaHWe KOXW) uccrnepoBaHui audydepeHumanbHo-guarHo-
CTUYECKUA NOUCK MPOBOAMUMCA C Lenblo NOATBEpPXAeHUN
WU UCKIIOYEHUS anarHosa numdonponudepaTneHOro 3a-
6onesaHus, a UMeHHo J1ull.

Jleqexne

[Mepepn ycTaHOBNEHEM OKOHYATENbHOrO AnarHo3a na-
LUMEHT nony4van Tepanuio CUCTEMHbIMU FMIOKOKOPTUKOCTE-
povgamu (NPegHU30MoH B CyTOYHOM Ao3e 1 Mr/kr B Teye-
HMe Mecsua C JanbHeNWnM CHUKEHNEM [03bl 1 OTMEHON
npenapara), a TakKe MeCTHbIMU aHTUCENTUYECKUMU Mpe-
napaTtamu ¢ rnosnioXuTesibHbIM 3dhekToMm.

Yicxopq v pesynbTatbl MOCEAYOLLEro Habmio4eHns

3a nepvog HabnogeHVs y naumMeHTa oTMevanucb OT-
CYTCTBME MNOSIBNIEHUS CBEXMX 3IEMEHTOB, MOSHOE paspe-
LUeHVe CyLLIeCTBYIOLIMX, a Takke (opMUpOBaHWe artpo-
dmyeckmx pyobLoB Ha mecTax KpynHbeix a3B (puc. 9, 10).
Ha paHHbI MOMEHT 6e3peunanBHbIN Nepuod y naumeHTa
coctasnset 10 mecsues. B cnyyae noBTOPHOr0 BO3HWKHO-
BEHWA 3IEMEHTOB MNNaHMpyeTCcs NpoBefdeHne Kypca y3Ko-
BonHoBon UVB-doToTepanum (311 HM), B cny4dae ee Headh-
PEKTUBHOCTN — CUCTEMHAs Tepanusa MeTOTPEKCaTOM.

06cyxpeHue

JInlM — CD30+ numdonponudepaTtvreHoe 3abonesaHne
KOXM, PEKO BCTpevaroLleecs B AeTCKoM nonynsuum [8].

[MpumMeyaTensHo, 4YTO B MpefcTaBlieHHbIX 0630pax
M OMucaHmaxX cepun cny4vaes, NOCBALLEHHbLIX TMMAONPou-
hepaTuBHLIM 3a60MeBaHNsaM Yy AeTei, faHHbIe O CTPYKTY-
pe 3abonesaemoctu pasHsaTcs [9, 10]. ABTOPbI He Npuxo-
OAT K eJVHOMY MHEHUIO O TOM, Kakoe 3abonesaHuve vatle
perucTpupyetca y geTten: rpuboBuaHbin MUko3 unu Jinll,
YTO CBA3AHO C Masior BbIGOPKOWN GOMbHLIX AETCKOro BO3-
pacta [9, 10].

Mo paHHbIM cucTemaTunyeckoro o63opa W. Kempf
M COaBT., MOCBSALLEHHOrO CPABHEHMUIO XapaKTepUCTUK fUM-
chonponudepaTBHbIX 3a6onesaHui y geTer n B3pocChbiX,
oTMeyvaeTcs, 4To JInll n rpnboBUAHBIA MUKO3 ABAAIOTCA
OBYMSI Hambonee pacnpocTpaHeHHbIMU 3a60neBaHUAMN
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Puc. 9. B npoviecce perpecca KnnHn4eckinX NposiBieHmil 3a60nesaqns y nauueHTa
0TMEYanoch 3aXNBNEHUE Hanbonee KPYNHoN $38bI ¢ (DOPMUPOBAHUEM aTPODUN
Fig. 9. During the disease regression perion the healing of the largest ulcer with
following atrophy formation

y peTten B Ho3onoru4veckon rpynne. Takxe npumeva-
TenbHO, 4YTO cpean 6onbHbIX JInl nmeeT mecTo npeo6bna-
JaHne ManbyukoB € cooTHoweHueM 1,5:1,0. Hecmotps
Ha TO YTO MHOrMe aBTOpPbl HA CEroAHSALUHUA OeHb HEe Bbl-
OensioT KIMHUYECKUX OTNu4ui B TeuveHuu Jivll y peten,
W. Kempf n coaBT. Ha OCHOBaHWM OaHHbLIX NUTepaTypbl
M COOCTBEHHbIX HabGMOEHUA OTMETUNN Bonee «SAPKYyHo»
MaHuecTaumio 3abonesaHns B CpaBHEHUU C rocnegyto-
LMW «OBOCTPEHUAMU», NOSIBNIEHNE BbICbINAHUIA B OLHUX
M Tex Xxe nokanusauuax (Hanbonee 4acTo 3TO TynoBULLIE
n 6epgpa), Hann4une 3yga y NauMeHTOB, a Takxe coyeTa-
HWe c aTonuen y Tpetn 6onbHbIX [6, 11]. B 0630pe, nocses-
LeHHom ocobeHHocTam Jlull y peten, |. Wieser n coasT.
yKasanu, 4to nopasnsiowiee 60MbLUMHCTBO YYaCTHUKOB
BbIGOPKN — €BPOMEOnaHON packl, NMpyU 3TOM TakxXe Ha-
énogaeTca npeobnagaHne MarnbYuMKOB Cpefu 60MbHbIX
[eTcKoro BosdpacTta ¢ cooTHolueHneMm 1,4:1,0. ABTopbl 06-
30pa cuuTaroT, YTO KNnHuYyeckue nposeneHus Jully geten
CpaBHUMbI C TAKOBbIMW BO B3POCIOM NOMynsunn, rucTono-
rMyeckn — vatlle BCero permnctpvposancs Tun A, Ha [Jonio
KOTOpOro npuxogunock 79,1%, MeHee pacnpocTpaHeH 6bis
T1n C (11,9%), opyrne rucrtonorn4eckme BapuaHTbl 6bim
eouHMYHbIMK [12]. Cpeau OTNMYMTESNBbHBIX TUCTONOrnYe-
CKux npossnenun Jlully neten asTopbl psga 0630poB Bbl-
OensoT NoBbILLEHHYIO akcnpeccuto CD8, 13-3a 4ero moryT
BO3HUKAaTb TPYAHOCTU B AndpcepeHumansHOM ouarHocTuke
J1ul ¢ ocTpbIM NUXEHOMAHBLIM OCNEHHONOA06HbLIM NUTUPUA-
30M [6, 12]. J. Miquele 1 coaBT. oTMe4aloT rmcTonorn4yeckune
cxoacTtea Mexay JIul n XpoHUYECKUM NINXEHOUOHbBIM MUTK-
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Puc. 10. CchopmmrpoBaBLLasics aTpochis KX Ha MECTE PA3PELLMBLLETOCS 04ara
MopaxeHns Yepe3 6 MecaLes 0T Ha4ana 3a00meBaHNa

Fig. 10. Skin atrophy at the site of the resolved lesion in 6 months after the onset
of the disease

pnasom, ofjHako NpPeaMeToM AUCKYCCUW Ha CerofHsLLHUNA
OeHb ocTaeTcs BO3MOXHOCTb 3kcnpeccun CD30 npu nu-
Tupunase [11]. MNpucyTcTBue 903MHOUIOB B MHpUNLTpaTe
npv HaNU4MKU 3yaa y NaumMeHToB MOXET NPUBOANTL K TPya-
HOCTAIM B BepudmnkKaumm gmarHo3a u3-3a CXoXecTu ¢ peak-
LMen Ha YKyCbl HACEKOMbIX [6].

B HacTosilLlee BpemMsl CyLLECTBYET HECKOSIbKO KIIMHU-
KO-Mopdonoruyeckmux sapuaHTos Jlull, U3 HUx Hanbonee
YyacTo BcTpeyvaeTcs Tmn A (8o 80% cny4aes), KOTOPbINA Xa-
pakTepuayeTcsi HarM4nmeMm 04aroBoro «KnMHOO6pPasHoro»
numdonaHoro uHdunsTpata B Aepme, nNpefactasneHHoro
kpynHbiMM CD30+ Knetkamu ¢ NpUMEChI0 MHOMOYMUCIEH-
HbIX MarbIX MMEOLMTOB, a TakXe MCTUOLIMTOB, HENTPO-
nnoB n 303nHoKnoB. Tun B (MeHee 5% cny4yaes) xapak-
TepusyeTcs Hann4nem 3MnMAepMOTPOINHOro MHunsTparta
B Aepme, npegcrtasneHHoro mansimm CD30+ mnn CD30-
numdountammn ¢ LepebpudopmHsiMK sapamn. [depmarns-
HbIR MHUNeTpat npu Tune C (go 10% cny4yaes) npedcras-
NIeH CNVBHLIMU MOMAMU KPYMHbLIX NMMAOMAHBIX KNEeToK
CD30+ ¢ HebonbLWMMW MPUMECAMW BOCMANUTENBHOIO WH-
dunetpata. Ana tuna D (meHee 5% crny4aeB) xapakTepHO
Hanuyne BbIPaXEHHOro 3MMAEPMOTPONHOro MHMUNLTpaTa
M3 atMnuyHbIX Maneix u cpegHux CD8+ n CD30+ nuwm-
oumtos. B 2013 r. L.J. Karai 1 coasT. 6bin onucaH Jull
C peapaHxupoBkoi nokyca DUSP22—-IRF4 Ha xpomocome
6p25.3 y 11 naumMeHTOB MOXWUIOrO BO3pacTa, BbICbINaHUA
KOTOPbIX ObIIY NTOKANMN30BaHHbIMU («pernoHapHbIn» Jul),
a rmcTonormyeckas KapTuHa xapakrepusosanacb Hanum4u-
€M B iepMe HOAYyNAPHOro MHunesTpaTa ¢ negpkeTonaHbIM
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3NNOAEPMOTPONU3MOM,  MPEACTaBMAEHHOro  aTUnUYHbLIMU
KneTkaMmu KpynHoro v cpefHero pasmepa C BblpaXXeHHOWN
akcnpeccuen CD30, B nepragHeKkcanbHoOW 1 anuaepmarbs-
HOW YacTsX MHUNbTpaTa — KNEeTOK Masnoro u cpegHero
pasmMepa ¢ uepebpudopMHbIM sapamm 1 cnabom akcnpec-
cuer CD30 [13, 14]. B 2013 r. W. Kempf u coast. (2013)
6bl151 ONMCaH HOBbIN KIIMHUKO-MOPXONOrn4eCcKnin BapnaHT
JIulM — tun E (o1 eschara — cTpyn), KOTOPbIA KIAMHNYECKM
XapaKTepu30oBasca HanMinem KpynHblX S3BEHHO-HEKPOTU-
YecKuMx o4aroB 0 4 CM B AMamMeTpe, rmcToNnorn4eckn — Ha-
NMYNEM B OEPME aHTMOLEHTPUHECKOro/aHrMoaecTpyKTMB-
HOro uHduneTpata M3 atmnuyHbix CD30+ numMdonaHbIxX
kneTtok [15]. Tedenue Jlvl Tuna E Takxe 3aBepLuanocb
CMOHTaHHOW perpeccuen 3NeMeHTOB C (POpPMUPOBaHU-
eM aTtpodun, a NporHo3 AN naumeHToB pacLeHuBarncs
KakK énaronpusaTHbIn [15].

B OeMOHCTpMpyeMOM HaMu criydae KINnMHuyeckas Kap-
TUHa Yy naumeHTa B 60MbLUE CTENEHU COOTBETCTBOBaNa
Jul Tna E, Tak Kak BbICbiNAaHWA 6blv NpeacTaBeHbl
MHOXECTBEHHbIMW y3M1aM/ KPacHOro LBeTa C CUMHIOLIHbIM
OTTEHKOM, KOTOpble O4YeHb ObICTPO HEKPOTU3MPOBANUCH
N U3BA3BNSANUCH, & 3aTeM CaMOCTOATENbHO pa3peLUnnnCh.
OpHako nMpu NpoBeAeHUN TMCTONOTMYECKOro mMccneposa-
HUS MPU3HAKOB aHMMOLEHTPUYECKOrO aHrMOA4eCTPYKTUB-
HOro WH(UNbTpaTa B AepMe o06HapyXeHO He 6bINo, B Le-
NOM rucTonornyeckas kaptmHa coorsetcTeoBana tuny C.
Bo3MOXHO, 3TO CBAI3aHO C TeM, 4TO 6uoncus 6bina B3sTa
N3 CBEXEro y3na v B HEM eLLe He ycrnenu pasBuTbCs Npu-
3HaKM NopaxeHus CocynoB.

OpHont n3 ocobeHHocTen Jlull sBnsieTca OOHOMO-
MEHTHOE CYLLeCTBOBaHME Ha KOXe 3MEMEHTOB, KOTOpble
npeacTaBneHbl  pasHbIMU  TUCTOMOMMYECKUMN  TUMNaMu,
CMOCOBHLIMU N3MEHATLCS C TedeHneM 3abonesanus. Op-
HaKo CTOUT OTMETUTb, YTO onpedeneHne rmcTonorn4ecko-
ro TMna He UMeeT NPOrHOCTUYECKOW LIEHHOCTU B BOMNpocax
KITMHUYECKOro ucxoga 3abonesaHns unv opMuMpoBaHus
TepaneBTUYeCcKoro anroputma ansa éonsHoro [1].

OwarHocTtuka Jlull y geter cnoxHa, 4To 06yCcrnoBneHo
Maron 4acToTOM BCTpedYaeMocTn 3abonesaHus B negua-
TPUYECKOW NpaKTUKe. 3a4acTyto NePBUYHbIA AnarHo3 y fe-
Ten ¢ JIull — 370 yKycbl HacekombIx. duddepeHumnansHbIni

493

AvarHos Jivll pormxeH BKNOYaTb OCTPbIA NIMXEHOWOHLIN
M OCMEHHONOAO06HbIM NUTUPKUA3, aHannacTU4ecKyo Kpyr-
HOKINETO4HYIO NTIMMAOMY KOXW, NOpaxeHne KoXu npu 60-
nesHn XomXkKuHa, rpuboBUAHbIA MUKO3, DONMUKYIUT, M-
CTMOUMNTO3 U3 KNeTok JlaHrepraHca, [O6pOKaYECTBEHHYIO
numcoumTapHyto runeprnasuio [16].

B kypauun naumenTtoB ¢ Jull npyumeHum nHanBsmay-
anbHbIn nogxof. B cnydasx, xapakTepusylowmxcsa no-
ABMIEHWEM Ha KOXe eAUHWYHbIX 3NIEMEHTOB He6OSbLUIO-
ro pasmepa, OonyckaeTcs TakTuka «Habnogan u xgu».
Mpn Hanuuum y naumeHTta 60rfee BbIPaXEHHbIX KIUHU-
YeCcKUX MnposiBNieHMn 3abofieBaHNss BO3MOXHO HasHa-
yeHme 5-30 mr metoTpekcata (1 pas/Hen NOOKOXHO
unu nepopanebHo) [17]. Tonnyeckune rOKOKOPTMKOCTE-
pouapl 1 poToTepanus Takxe 3MPEKTUBHLI Y NaLMeHToB
¢ Jlvl, ogHako B fleTckon nonynsaumm crnepyeT oTkasaTbes
oT npoBefexus P/T-UVA-Tepanuu u oTaaTb NpegnoyteHme
UVB-Tepanuu B CBA3U C BLICOKUM PUCKOM (DOPMUPOBaHUSA
anuTenuanbHbIX NN MenaHoLUTapHbIX 310Ka4eCTBEHHbIX
HOBOOGpPa30BaHUI B JOMTOCPOYHOM nepcnekTuse [4, 17].

3aknioyenue

Jll  —  numdonponudepatuBHoe 3aboneBaHue
M3 rpynnbl MEPBUYHBIX KOXHbIX NUMAOM, peako BCTpe-
YaeTcqd Yy nNauuMeHToB feTckoro Bo3pacTta. HecmoTps
Ha TO u4TO JIUll xapakTtepusyetcs [OO6POKAYECTBEHHbLIM
Te4YeHneM 1 6naronpuAaTHLIM NPOrHO30M ANs nauuneHTa,
0eTn € faHHbIM 3abonieBaHMeM ropsiexar MoXU3HEeHHO-
My HabniodeHuIo y AepmartoBeHeposiora U oHkosnora. 910
CBfI3aHO C BbICOKOW BEPOATHOCTBIO (B 10—-15%) pa3sutus
napannensHo MnpoTeKalWwmnx unM nocnegyowmnx Heonna-
CTUYECKUX NMPOLECCOB, CPefn KOTOPbIX Ha MepBOM MecTe
B IETCKOM BO3pacTe CTOUT rpUHOBUAHBIN MUKO3, pexe Mo-
ryT pa3BuTbCS NepBUYHas KOXHas unun HoganbHas CD30+
aHannacTudeckas numdoma, numdorpaHynemartos.

Ha cerogHsAWHWIA OeHb He pa3paboTaHo YeTKUX anro-
puTMoB Mo nedexuto Jull y geten, a MeTodbl, NpUMeHse-
Mble Yy B3POCIIbIX, UMEIOT OrpaHuyeHns s Ucnonb3oBaHns
B JETCKOW Monynsaummu, 4YTo AUKTYeT HeoH6XoAMMOCTb dhop-
MUPOBaHNA WHOMBUAOYaNbHON TepaneBTUHECKOW TaKTUKK
ans pe6etka c vn. |l
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