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Onucan KIMHUYECKHH Cilydail JTUMGOMATOWIHOTO Tamyiie3a y Manbdyuka 10 JIeT, KIMHUYecKd
XapaKTePU3YIOMUNCS HATMYUEM H3bS3BISIONUXCS Y3JIOB, paspemaromuxcs ¢ GopMupoBaHHEM
atpodpudeckux pyorno. [uddepeHnranbHO-TUAaTrHOCTUUECKUN TOUCK Ay MMaUeHTa BKIIOYAI
aHAIJIACTUYECKYI0 KPYHNHOKJIETOUHYIO JUM(POMY KOXH, AVOCPKYN€3 KOXKH, Yy3CIKOBBIN
MOJTMAPTEPUUT, Y3JIOBATYIO JPUTEMY, TIIYOOKYI0 KpacHyfO BOIYAHKY M Jepuuut anbda-1-
aHTUTpUIcMHa. Ha OCHOBaHMU JaHHBIX aHAMHE3a, KIMHAUECKON KaPTUHBI, a TaKkke J1a00paTOpHBIX
U MHCTPYMEHTAJIbHBIX HCCIEAOBAHUN MAIMEHTy Obll, AT0CTaBIEH’ IUAarHO3 «IMM(OMATOUTHBIH
namynes3». B mpomecce obOcnenoBaHus y TalMeHTa He OBUIO BBISBICHO COMYTCTBYIOLIMX
HEOIUTACTUYECKUX 3a0ojeBaHni. Bce snmeMeHTHI pa3peiininch ¢ UCXOJIOM C THIIEPIIMTMEHTHBIC
MATHA WK atpodudeckue pyOisl. Ha ceromusmauiiaets O0e3peliuInBHBIN TIEpHO/] 3a00JI€BaHMS Y
nanuenTa coctasigeT 10 mecses.

KmtoueBbie crnoBa: auM¢poMaTOMAHbI Hamy/e3; deTCKasg JAepMAaToJIOTUsl; OHKOJIOTHS;
HMMYHOTHCTOXHMHYECKOE UceTTeloBaHNe

KoHduukT MHTEpECOB: aBIOPHI 3asBIIAIOT 00 OTCYTCTBHH SBHOTO W TIOTCHIIMAIBHOTO
KOH(DIMKTa HHTEPECOB, CBA3AHHOTO C MyOIMKaIe HaCcTOsIIIEN CTaThU.

Hcrounuk QuHaHCHpoBaHWS: paboTa BHINONHEHA W OMyOJMKOBaHa 3a CUET
(uHaHCHPOBAHUS 1@ MECTY PabOTHI aBTOPOB.

Cornacue mauyeHTa! TalueHT J0OpPOBOJILHO TMOANMCAN WH(GOPMHUPOBAHHOE COTJacHe Ha
MyOJIMKAUWIo TEPCOHATBHOM MEAWIMHCKONW uHdOpManuu B o0e3nudeHHOW ¢opme B
KypHaye «BeCTHUK A1epMaTOJIOTUU 1 BEHEPOIOTHUIY.

JUia nmtupoBanus: 3acnaBckuid J.B., I'opnanos M.A., benoycoBa WN.O., bompmakosa E.C.,
ApteikoBa A.A., HekpacoBa A.C., Jlamunaa E.A., Kosnosa /[.B. Jlmmdomaronnneni marmyes.
Cinyyaii B T€IMATPUUECKOM J€PMATOJOTHMYECKOM TMpAKTUKE. BecTHUK aepMarojoruv U

Beneposorun. 2024;100(2): XX—-XX. doi: https://doi.org/10.25208/vdv16752


https://doi.org/10.25208/vdv16752

Becmnuk oepmamonozuu u eeneponozuu. 2024. In Press. doi: https://doi.org/10.25208/vdv16752

Lymphomatoid 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 e¢ellnlymphoma,
cutaneous tuberculosis, polyarteritis nodosa, erythema nodosum, deep ltpus erythematosus, and
alpha-1 antitrypsin deficiency. Based on the history, clinical picture, asgwellyas laboratory and
instrumental studies, the patient was diagnosed with lymphematoid, papulosis. During the
examination, no concomitant neoplastic diseases were idefitified /in the 'patient. All elements
resolved with the outcome being hyperpigmented spots and atrophyaTo date, the relapse-free period

of the disease in the patient is 10 months.
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AKTYyaJbHOCTD

Jlmmpomaronansnii namynes (Jlull) — sto mumdonpomudeparnBHoe 3a00IeBaHNE KOXKH,
KOTOPOE XapaKTepU3yeTcs XPOHMUYECKUM pPELUIAUBUPYIOIUM A0OPOKAUYECTBEHHBIM TEUCHHEM C
ONaronpusATHBIM TPOTHO30M [UId TAIMEHTOB, a TAaKKe IOSIBICHUEM BBICHIIAHUM B BUJE
MHO>KECTBEHHBIX NAIlyJl WK y3JI0B, CKJIOHHBIX K CAMOIIPOU3BOJIBHOMY pazpeieHuto [1].

B crpyktype 3aboneBaeMOCTM NEPBUUHBIMH JUMpoMaMH Koxu Ha jpomo CD30+
mumornponudepaTuBHBIX 3a001eBaHuid, K KOTOpbIM OoTHOCATCS JIull u CD30+ anammactuueckas
KPYIHOKJIETOYHAsI TUM(pOMa KOXKH, NMPUXOaUTCs 25%, NaHHbIE HO30JOTUH — BTOpHIE HO, YACTOTE
BCTPEYaEMOCTH B TPYIINE MOciie TpuboBHIHOTO MUKo3a [2]. ObmemupoBas 3abongBaemocts JIull
Ha CErOAHSIIHUMN AeHb cocTaBisieT 1,2—1,9 cnydast Ha 1 MiaH 4enoBek B TOa u/3amumact 12% ot
BceX KOXKHBIX quMpom [3, 4]. HecmoTpss Ha TO 4TO B3pOCIBbIE B BO3pAacEe OTH3S JCT SBISIOTCS
OCHOBHOH Bo3pacTHOU rpynnoit 6oabpHbIX JIull, B neauarpuyecKoigiepMaroIorHiecKoi npakTuke
3a00JeBaHME BCTpPEUaeTCs CPAaBHUTENBHO damle OoJipiIMHCTBA  JUM(pONpoIH(epaTUBHBIX
3a0oneBanuit  [5]. Ilammentst c¢ Jlull wuMeOT _HOBBILICHHBHI pPHUCK pPa3BUTHS  JIPYTUX
mumornporudepaTuBHBIX 3a00JIEBaHMM, TaKMX Kaky, LPUOOBUIHBIM MHKO3, aHAIUIaCTUYECKas
KpynHoKJeTouHas jguMpoma, mumdpoma XomkkuHa. [Ipm stom JIull moxker mpeamecTBoBaTh
yKa3aHHBIM 3a00JIeBaHUSIM, Pa3BUBATHCS MapaUIEIbHO ¢ HUMH WK Tocie Hux B 15-20% ciydaes
[1].

Kimanueckas kapruHa mnameHtoB ¢ JIull  xapakrtepusyercss BapuaTUBHOCTBIO
nposiBieHuii. Hanbosnee yacto B 001acTtu TYJOBHIA U NPOKCUMAIBHBIX OTIEIOB KOHEUHOCTEH Y
OOJIBHBIX OMNPEEAIOTCS MHOKECTBEHHBIE Namysbl WM y3/Ibl KPAaCHOrO ILIBETa C CHHIOIIHBIM
OTTEHKOM, OBICTPO YBEIMUYMBAIQMIMECS B pa3Mepax J0 2 CM, CYIIECTBYIOIIME Ha KOXe 0
HECKOJIbKUX MECSIIEB M 3aPEM pa3periaronirecs: ¢ o0pa3oBaHUEM 04aroB pyOIOBOM aTpoduu WiIH
[OCTBOCTIAJIMTEIbHOMY, THIEP- wuiau jaenurMeHTauuu. [losiBieHue BbIChIMaHUil OOBIMHO HE
COIIPOBOXKIAETCS | €yObCKTUBHBIMU TPOSIBICHUSMH. Pexke y NaIlMeHTOB MOTYT ONpenessThes
KPYIHBIEN3Jb! (10 4 CM), CKIIOHHBIE K OBICTPOIl HEKPOTU3ALMHU M U3BA3BICHHUIO, YTO XapaKTEpHO
nost Jlull taa E)f1].

[lepBuunbie T-kineTouHble TUMGOMBI KOXKH UYpE3BbIYaHO PEIKO Pa3BUBAIOTCS y JIETEH,

qTo O6y0J'IOBJ'II/IBaeT AKTYAJIIbHOCTD MMPEACTABICHHOI'O KIIMHUYCECKOI'O ClIy4das [6]

Onucanue ciaydas

B oxtsa6pe 2022 r. B koxHo-BeHeposoruueckoe otaeneHue ®I'bOY BO CIIBITIMY
noctynui nanueHT Y. 10 et ¢ xkanobamu Ha s3BEHHbIE 00pa30BaHUs HA KOXKE B 00JIaCTH HUKHHUX
KoHeYHOCTel. M3 aHamHe3a M3BECTHO, YTO MaibuuK 3aboien ocenpto 2021 r., Korjga BIEpBBIC

OTMETHJI TOSIBIICHNE BBICHITIAHUHA B BUC «KPAaCHOBATBLIX IMATCH», KOTOPBIC C TCUCHUEM BPCMCHU
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paspemanucs. BecHoit 2022 r. BBICHINAHMS MOJTHOCTBIO PA3pEIIMIIUCH, JIETOM HNOSIBIINCH BHOBbD.
Co cnoB Mmarepu, y peOeHKa OTMEUalUCh Nepuoandeckue 0onu B xuBoTe. B aBrycte 2022 r.
MaJIbuuK Tiepe0osiesl HOBOW KOopoHaBHpycHOUW mHpekiuend. OceHpl0 B 00J1acTH TpaBoro Oeapa y
NalKeHTa MOSIBUJIOCh pacTyllee B JUaMeTpe YIUIOTHEHHUE, KOKa Hajl HUM OblLla TrHnepeMUpOBaHa.
[Ipu oOpaieHny K JepMaToNory IO MECTY JKUTEIbCTBA BBICHIIAHUS MAaIlMEHTa OBLIM pacleHEHbI
KaK MH(MEKIUS KOKHU U TTOAKOXKHO-)KUPOBOH KIIETUATKH, IO3TOMY €My OblLIa Ha3HaueHa CUCTeMHasI
W TONMWYECKass AaHTUOMOTHUKOTEpanus (aMOKCHUIIMJUIMH, o00paboTka oO4yaroB MOpaKEHUS
¢byxopuuHOM, (YUMIMHOM M UXTHOJOBOM Masbio). Ha ¢one mpoBogumoit Tepanuu HE ObLIO
MOJTyYEHO KIMHUYECKOTo 3¢ (eKTa, IOATOMY B IMOCIEAYIONIEM MaIbuuK ObLI TOCTIUTANU3UPOBAH B

Cankr-IlerepOyprckuit rocy1apcTBEHHbIN NeIUaTPUUECKUN MEAUIIMHCKUIT YHUBEPCUTET.

Pe3yabTaThl (pU3MKAIBLHOI0, 1A00PATOPHOT0 H MHCTPYMEHTAJALHOTIO ¥ CC/Ie0BAHUSA

Ha MoMeHT ocMoTpa COCTOSIHHME MallbiMKa pacleHUBAIOCH KaK YIOBIECTBOPUTEIHHOE,
MOPAXKEHUE KOXKH HOCWJIO PACIpPOCTPAHEHHBIA XapakEep: Ha KOXKE TOJICHEH, MNpeaIIeuu,
THUTbHOM MOBEPXHOCTH MPABON CTOMBI, JIEBOTO MJieya, HepeaHel OpIOIIHON CTEHKU OIMpenesuIuch
y3€IKH M y3J7bl KPaCHOTO IIBETa C CHUHIOIIHBIM OTTEHKOM, (puc. 1), B oOmactu mpaBoro Oexapa
oTpeensiach s3Ba AUAMETPOM 5 CM, JHO KOTOPOU OBLIO MOKPHITO T€MOPParn4eCKUMH KOPKaMu
(puc. 2). B obnactu mpeAmniedbs: MpH, NATbIANAUNIICMEHTa OTMEYaIach MECTHAsI THIIEPTEPMUSL.
[IpaBasi croma ObuTa OTeYHa W yBenMdeHa B oObeme. [Ipm mocTtymieHun y pebOeHka ObLIO
3aperucTpupoBaHo 12 sneMeHToB, yepe3 10 AREH nX KOJIMYECTBO YBEIUYMIOCH 10 43.

W3 comytcTByromux 3a60ieBaHill y THallieHTa OTMEYAIOCh OXHpPEHUE 3-M CTerneHH
(UMT = 29,97).

[To kIMHUKO-TA00PATOPHBIM JAHHBIM OBUIM BBISBICHBI HAPYIICHUS B KOaryjaorpamme
(AIITB — 392 c;gl=mumep’'— 841 ur/mn; MHO — 1,24). B noceBe otnensieMoro aHa s3BHI B
o0acTH paBoro Oepa WATOreHHOM (GIopsl He 0OHAPYKEHO.

Jliss yTOUHEHHs JOMarHo3a MAIMeHTY TMPOBEJACHA JUAarHOCTUYECKas OWOINCHUS KOXH.
Marepuan Ji1s ¥eCie10BaHusl ObUT B3ST B 00JIACTH MPEAIIICYbSl U3 CBEXKETO y3Jlia pazMepoMm 3 X 3
cM 0e3 MPU3HAKOB M3bsA3BIECHUA. [10 3aKII0UeHNI0 TUCTOJIOTMYECKOr0 UCCIEIOBaHMs B MaTepualie
He ObUIO BBISIBICHO MPU3HAKOB OMYXOJEBOT0 MOPAKEHUSI.

Ha ocHOBaHMM MEPBUYHBIX KIMHUKO-TA0OPAaTOPHBIX AAHHBIX IMAIUEHTY OBUI MOCTaBIICH
«paboumily JUArHO3 «BAaCKYJIHT COCYJOB KOXW» ¥ Ha3HA4YCHAa CHCTEMHAs Teparus
[IIIOKOKOPTUKOCTEpOUIaMu (TMPEAHU30JI0OH B CYTOUHOM J103€ 1 MI/KI € MOCHENyIOINM CHUXEHHEM
JO3UPOBKH U TIOCTETIEHHOW OTMEHOM Ipernapara).

YuuteiBas OTCYTCTBHE B OHMOINTaTe MPU3HAKOB BACKYIWTA, THMCTOJIOTMUECKUN MaTepHal

nanueHTa Obu1 HampasiieH Ha nepecMoTp B HUW onkonormm mm. H.H. Ilerposa, roe Obuio
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BBITIOJIHEHO KIMMYHOTHUCTOXUMUYECKoe uccaeaosanue ¢ anturenamu ALK, DSF3, CD3, CD4, CDS,
CD20, CD30, CD56, Ki-67. Ilo pe3ynbratamMm HCCIAEAOBAHHUS B JI€pME ONPEICSUINCH TUIOTHBIC
KpyHOOUYaroBble WHQUIBTPAThl, PACIOJIOKEHHbIE MPEUMYIIECTBEHHO B CpPEAHMX U TIyOOKHX
OoTHenax JepMbl M TMPOHHKAIOUIME B JOJBKM TMOJKOXHOW JKUPOBOM KieTuaTku (puc. 3).
WubmibTpaTl  COCTOSIIM W3 KPYHHBIX  JUMQOMIHBIX  KJIETOK C HMMYHOOJNAcTo- U
1eHTpobacTonogo0Ho Mopdonorueit (puc. 4) U Manbix TUMPONHUTOB. KpymHbIe TUMQpOUIHBIC
kietku skcnpeccupoBa CD3+, CD4+ u CD30+, 6sn HeratuBHbl K ALK (puc. 5-7). Ki-67
(uHmekc mnponudepaTuBHON AaKTUBHOCTH) ObUI TOJOKUTEIEH MPEHUMYIIECTBEHHO B KPYITHBIX
AMM(OUIHBIX KIeTKax W cocTaBisul npuMepHo 30% oT Bcex kieTok uHpuibrpata (pue. 8).
lucronornueckne M3MEHEHHSI M UMMYHO(DEHOTHIT OITyXOJIBBIX KJIETOK  coorBererBoBanu Jlull
tumy C.

[TarmenT OBLT MPOKOHCYIBTUPOBAH JIETCKUM OHKQAOIOM  \C I[E/AbI0  BBISBICHUS
COIyTCTBYIOIIUX OHKOJOTHYECKHX 3aboneBanuii. [1o pesyisTaram MpoBEAEHHOTO 00CIEIOBaHUS
(MPT ronoBuoro mo3ra ¢ kontpactupoBanueMm, MCKT, opraHOBN\pYyIHON KJIETKA M OPIOITHOM
MOJIOCTH C BHYTPUBEHHBIM OOJIFOCHBIM KOHTPAaCTUPOBAHHWEM) HE/ ObUIO BBISBJICHO IPU3HAKOB

BHEKOXXHOT'O HEOIUIACTUYECKOTO MPoLecca U IPYrUX COMYTETBYIOMINX MaTOJIOTHA.

JAudpepeHnuaibHbIi JUATHO3

[Ipy mepBuYHOM oOCMOTpe Yy HalueHTa B KadecTBe AM(QepeHnnanbHOro TuarHos3a
paccMarpuBanuch auMbonpoaudepaTuBHBIE :3a00IeBaHUS KOXKH, TYOCpKYJie3 KOXKH, y3EITKOBBIN
MOJIMAPTEPUUT, Y3lIoBaTas »HpHTeMa, —MIyOokas KpacHas BOM4YaHKa U Jepuiut anbda-1-
anTuTpuncuHa [7]. Ha ocHOBaHuW “pe3yJbTaTOB COBOKYIHOW OLICHKM JaHHBIX aHaMHe3a U
KIIMHAYECKOW KapTHHBI (CIIOHTAHHOE IMOSIBIICHUE Y3€IIKOB U Y3JIOB C TCHIICHIIMEH K M3BS3BICHUIO U
CaMOCTOSTENIBHOMY/PaspeHIeHN o), pU3NKaILHOTO0 OCMOTpa (OTCYTCTBHE CUCTEMHBIX MPOSBICHHI),
71a00paTOpHBIX (OTPULIATENBHBIA JTUACKUH-TECT, OTCYTCTBHE AaHTHHYKJIEapHbIX aHTtuTen, LE-
KJICTOK) ¥, MHCTPYMEHTAJIBHBIX (THCTOJOTHYECKOE W HMMMYHOTHCTOXMMHUYECKOE HCCIIeI0BaHHUE
KOXXH) ‘HcefienoBaHuil  nudQepeHnaIbHO-TMarHOCTHYECKUNA  TTOMCK  MPOBOAWIICS C  IEINBIO
MOATBEPIKIEHUS WIM HCKIIOUEHHUsl JuarHo3a JumdornponaudepaTuBHOro 3a00jieBaHUs, a UMEHHO

JInlI.

Jleuenne

[lepen ycTaHOBIEHHEM OKOHYATEIBLHOTO JWArHo3a TMAlNHWEHT TMOJydajl Tepamuio
CUCTEeMHBIMHU TJIFOKOKOPTUKOCTEpOUAaMU (TIPEAHU30JIOH B CYTOYHOW n0o3e 1 MI/Kr B TedeHue
Mecdamma ¢ ,Z[&JIBHGﬁH.IPIM CHUXXCHHUCM 03Bl H OTMCHOfI HpenapaTa), a TaKXKXC MCCTHBIMH

AHTUCCITUYCCKUMMU IIpCriapaTaMu C MOJIOKHUTCIbHBIM 3(1)(1)€KTOM.
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Hcxon u pe3ynbTaThl MOCaeyIONIero HA0II0eHUSA

3a mepuox HaONIOACHMS Yy NAIlMEeHTa OTMEYaluCh OTCYTCTBHE IIOSIBICHHS CBEXKHUX
3JIEMEHTOB, MOJTHOE pa3pelleHHe CYIIECTBYIONNX, a Takke (hopMupoBaHue aTpoduyeckux pyOIoB
Ha MecTax KpynHbIX s3B (puc. 9, 10). Ha nannblif MOMEHT Oe3peruIuBHBIA MEPHOA y MalUeHTa
cocraBinser 10 wmecsueB. B ciydae NOBTOPHOIO BO3HHMKHOBEHHS JJIEMEHTOB IUIAaHUPYETCS
npoBeaieHUe Kypca y3koBoiaHoBo UVB-dororepanuu (311 Hm), B cimyyae ee HedPEeKTUBHOCTH —
CHCTEMHasl TepaIusi METOTPEKCATOM.

Obcyxxaenne

JIull — CD30+ mumdonponudepaTuBHOE 3a007IeBaHIE KOXKH, PEIKO BCTPEUAIONICECS B
JETCKOM momyJisiiuu [8].

[IpumedarenbHO, YTO B MPEICTABIECHHBIX 0030pax Mg, ONMCAHUIX /Cepuil clydaes,
MOCBAILICHHBIX JUMdorponudepaTuBHbIM  3a0051€BaHUsAM Ay, JeTeld, IaHHbIE O CTPYKType
3aboneBaeMocTu pasnsiaTcs [9, 10]. ABTOpbsl HE NPUXQAAT K CAWHOMY MHEHHIO O TOM, Kakoe
3a00JIeBaHUE Yallle PETUCTPUPYETCA Y JIeTel: rpuOOBHAHBI MUK03 wiu JIull, uto cBsizaHo ¢ Manoit
BBIOOPKOI OOJIBHBIX IeTCKOTO Bo3pacTta [9, 10].

[To nanHbIM cuctemaTnueckoro o63opa/W. Kempf u coaBT., MOCBAIIEHHOTO CpaBHEHUIO
XapakTepucTHK JuMponponupepaTUBHBIX 3a00JA€BaHUM y OETe M B3pPOCIBIX, OTMEYAETCS, YTO
JIull u rpuOOBUIHBIN MHUKO3 SIBISIOTCS ABYMS HanOOJee paclpoCTpaHECHHBIMH 3a00JIEBaHUSMH Y
JeTel B HO3o0JoTHUecKoi rpymme. Takxe npuMedarensHo, yto cpeau 0onpHbIX JIull nmeer mecto
npeobiasaHie MaJlbuMKoB ¢ coOfHoireHuem 1,5:1,0. HecmoTps Ha TO 4TO MHOTHE aBTOpHI Ha
CETOJHSIIHUI J€Hb HE BBIACIITION KIMHUYECKUX OoTiauuuii B Teuenuu JIull y nereir, W. Kempf u
COAaBT. HA OCHOBAHMU JIaHHBIX THTEPATYPbl U COOCTBEHHBIX HAOIIOIEHUI OTMETIIIN O0JIee «IPKYIO»
MaHH(ecTalyio 3a00iCBAHUA B CPaBHEHUU C IOCIEAYIOIUMH «OOOCTPEHUSMU», IOSBICHHUE
BBICHINTAHUI B OTHHX U T€X K€ JIOKanu3auusax (Haubojee 4acTo 3TO TYJIOBHILE U Oeapa), HaIn4ue
3yAa Y HalMeHTOB,) a TaKkKe COueTaHWe ¢ aTomue y Tpetu OonbHbBIX [6, 11]. B 0030pe,
MOCBAIMIGHHOM ocobenHocTssMm JIull y mereitr, 1. Wieser u coaBT. ykaszaau, 4TO TOMAABIISIOIICE
OOJNBIIMHETBO YYaCTHUKOB BBIOOPDKM — €BPONEOMIHON pachl, NMPU ATOM TaKXkKe Hadiogaercs
npeobiasaHie MaJbuMKOB Cpeln OOJNBHBIX AETCKOTO Bo3pacTa ¢ cooTHomeHueM 1,4:1,0. ABTopsl
0030pa CUUTAIOT, YTO KIMHUYeckHe mposiBieHus JIull y nereii cpaBHUMBI ¢ TAKOBBIMH BO B3pOCIION
MOMYJISIUN, THUCTOJOTUYECKM — 4Yalle BCEro PErucTpupoBajicd TUN A, Ha JOJIO KOTOPOTO
npuxoausochk 79,1%, menee pacnpoctpanen Ovu1 tun C (11,9%), apyrue ructonormueckue
BapUaHThl ObUIM euHUYHBIMU [12]. Cpeau OTIMYUTENbHBIX TUCTONOTHYeCKUX MposiBiaeHui JIull y
JeTeil aBTOpHI psga 0030pOB BBIACHSIOT MOBBIMICHHYIO sKcnpeccuio CDS§, u3-3a yero moryr

BO3HUKATh TPYyAHOCTH B juddepenmmanbaoil muarHoctuke JIull ¢ OCTphIM JIMXSHOHUTHBIM
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OCTICHHOMOO0HBIM mUTHUpHa3oM [6, 12]. J. Miquele u coaBT. OTMEUYalOT THCTOJIOTHYECKUE
cxoactBa Mexay JIull u XpoHU4YECKUM JTMXEHOUAHBIM TUTHPHUA30M, OJJTHAKO MPEAMETOM AUCKYCCUU
Ha CEroAHSIIHUA JEHb OCTaeTCid BO3MOXHOCTH 3kcnpeccun CD30 mnpu mnutupuaze [11].
[IpucyrcTBue 303MHOGMWIOB B MHPWIBTPATE NMPH HAIWYMU 3y/1a Y MALUEHTOB MOXKET MPUBOJUTDH K
TPYAHOCTSAM B BepU(UKALIUN TUArHO3a U3-32 CXOXKECTH C PEaKLUeil Ha YKyChl HACEKOMBIX [6].

B HacTosiee Bpemsi CYIIECTBYET HECKOJBKO KIMHHUKO-MOP(OJIOTHUECKUX BAPHAHTOB
JInll, u3 Hux Haubomnee yacto Bcrpeyarores Tul A (10 80% citydaeB), KOTOPBIA XapaKTepU3yeTcs
HaJIMYMEM 0YaroBOr0 «KJIMHOOOPA3HOr0» JTUM(POUAHOTO MHOMIBTPATA B AepMe, MPEACTaBICHHOTO
kpynueiMu CD30+ kieTkamMu ¢ NPUMEChI0 MHOTOYHUCICHHBIX MAalbIX JUM(QOIMTOB, a TaKKe
TUCTHOIIMTOB, HeWTpodunoB u 303uHOGmiOB. Tunm B (menee 5% ciyuaeB) XapakTepuzyeTcs
HaJU4YUEM JMHACPMOTPOITHOTO HH(WIBTpaTa B JIepMe, NPEICTaBICHHOLO, MajibiMu CD30+ wumm
CD30- aumdoruramu ¢ uepedpudopmubiMu siapamu. JlepmanbHsiid, MHQUIbTpaT npu tune C (10
10% cny4yaeB) mpeACTaBIC€H CIMBHBIMH MOJSAMH KPYHMHBIX wnM@ounnuelx kinetok CD30+, ¢
HEOOJBIIMMH TMPUMECSIMHU BOCHIMTENbHOTO HHMuiIbTpata. s auna D (Menee 5% ciydaeB)
XapaKTepHO HAJIM4YUE BBIPAKEHHOTO SMHIAEPMOTPONHOIOs MH(DUIBTPATa U3 ATUIUYHBIX MalbIX U
cpenanx CD8+ um CD30+ mumdonmro. B 2013 1. Ly Karai u coaBt. 6pu1 ommcan JIull c
peapamxkupoBkoii okyca DUSP22-IRF4 na xpoMocome’ 6p25.3 y 11 nanueHTOB MOXKHIIOTO
BO3pacTa, BBICHIMAHMSA KOTOPHIX ObUTM  JOKAIU30BaHHBIMH  («peruoHapHeid» Jull), a
TECTOJIOTHYECKAsl KapTUHA XapakTepU30BaslaCh HAIMYHEM B JepMe HOAYJISIPHOTO WHQWIBTpATa C
NEKETOUAHBIM AMHUJIEPMOTPONIN3MOM, NPEACTaBICHHOTO AaTUIMMYHBIMU KIETKAMH KpPYIMHOTO MU
CpeaHero pasmepa ¢ BblpaxeHHOMy KcHpeccueir CD30, B mepuagHeKcalbHOW U 3MUAEpMaIbHON
qyacTaX MHOQWIbTpaTa — KICTOK MANOro W CpeAHEro pasMepa ¢ 1epeOpudopMHBIM sapaMu U
cmaboit sxcnpeccueit CD307[13, 14]. B 2013 r. W. Kempf u coast. (2013) Obur onvicaH HOBBIA
KinHuKO-Mopdonormaeckuit Bapuant JIull — tun E (ot eschara — ctpym), KOTopbIil KIMHIYECKH
XapaKTepU30BaJICH ), HATMYNEM KpPYMHBIX S3BEHHO-HEKPOTHMYECKMX O4aroB 10 4 CM B JUaMeTpe,
THCTOJIORMMECKN — HaJIM4YHeM B JepMe aHTMOLEHTPUYECKOT0/aHTHOIeCTPYKTUBHOTO HH(UIbTpaTa
n3 atunmuudbix CD30+ mumdounansix kietok [15]. Teuenue Jlull tunma E Takke 3aBepiianoch
CIIOHTAHHQI, perpeccueil 31eMeHTOB ¢ (OpMHpPOBaHUEM aTpo(uu, a MPOrHO3 [yl MALUCHTOB
pacieHuBaics Kak OmaronpusaTHeIii [15].

B nemoHcTpupyeMOM HamH ciyyae KIMHUYECKas KapTHHAa y NalMeHTa B OOosblLIeiH
creneHn coorBercTBoBasia Jlull Tuma E, Tak Kkak BbICHIMaHHUA OBUIM  IPENCTaBICHBI
MHOKECTBEHHBIMU y3JIaMH KPAaCHOTO 1LBETAa C CHHIOUIHBIM OTTEHKOM, KOTOpBIE OY€Hb OBICTPO
HEKPOTH3UPOBAIUCh U M3bA3BIUIMCH, a 3aT€M CaMOCTOSTENIbHO pazpemmiuck. OnHako mnpu
IIPOBEIEHUU THUCTOJIOTMYECKOT 0 MCCJIEJOBAHMUS IIPU3HAKOB AQHTHOLIEHTPUYECKOTO

AQHTHOACCTPYKTHBHOIO MH(MUIBTpATa B JepMe OOHApYKEHO HE ObLIO, B I[EJIOM THCTOJIOTHYECKAS
7
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KapTuHa cooTBeTcTBOBana Tty C. Bo3aMokHO, 3TO CBsi3aHO C TeM, 4TO Oumoricusi ObUIa B3fTa U3
CBEXETO y3JIa M B HEM €II€ HE YCIIENU Pa3BUThCS PU3HAKU ITOPAKEHUS COCY/I0B.

Onnoit u3 ocobennocteit Jlull sBaseTcss OJHOMOMEHTHOE CYIIECTBOBAHHME Ha KOXKE
9JIEMEHTOB, KOTOpBIE TMPEJICTAaBJIE€Hbl PA3HbBIMU TUCTOJOTMYECKUMM THIIAMH, CIOCOOHBIMU
U3MEHAThCS C TeyeHHeM 3aboneBaHus. OJHAKO CTOUT OTMETUTh, 4YTO ONpeACTICHHE
TUCTOJIOTMYECKOI0 TUIIa HE UMEET MPOrHOCTUYECKON 1IEHHOCTH B BOIIPOCAX KIMHUYECKOIO MCX0/a
3a00seBaHus WK (POPMHUPOBAHMS TEPANIEBTHUECKOTO aJIrOpUTMa JiJIst 00JbHOTO [1].

JHuarnoctuka JIull y gereit cnoxna, 4ro o0ycCIOBIEHO MaloOil 4acTOTOW BCTPEHAECMOCTH
3a0oJeBaHMs B MEAMATPUUYECKON MpaKTHKe. 3a4acTyro MEepBUYHBIN quarHo3 y aereil ¢ dlull — sto
yKychl HaceKoMbIX. uddepennmanpubiii quarno3 JIull momkeH BKIIOYATh OCTPBIM), JINXCHOM THBIN
U OCIHECHHOMOJOOHBIM NHUTHUPHA3, AaHAIUIACTUYECKYI0 KPYHMHOKICTOUHYIO  WIMM(OMY KOXKH,
MOpa)keHUE KOXKU MpH Oosie3HH XOKKUHA, TPUOOBUIHBIN MUKO33m) OMIMKYINT, TUCTUOLIUTO3 U3
kieTok Jlanrepranca, 100poKkaduecTBEHHYIO TUMpoLnTapHyLunepruiasuio [16].

B kypaumum mnamuentoB ¢ JIull npuMeHUM GMHIMBUAYAIBHBIN mHoaxod. B ciywasx
€IMHUYHBIX 3JEMEHTOB HEOOJIBIIOro pa3Mmepa JIOMyCKaeTcs TakThKa «HaOmomail m xam». Ilpu
HIMYMM y TManueHTa 0osiee BBIPAXKEHHBIX KIMHUYECKHX, MPOSABICHUNA 3a00J€BaHUA BO3MOKHO
HazHaueHue 5-30 mr mertorpekcara (1 pas/Hen/ToIKOKHO WiIu nepopanbHo) [17]. Tonuyeckue
TJIIOKOKOPTUKOCTEPOUAbl U (oToTepanus TakkewapexTnBHbl y mauueHTtoB ¢ Jlull, ogHako B
JIETCKOM TOMyJSUH  CIeAyeT OTKa3asbcsi oT mposenerus P/T-UVA-tepanun u oraarth
npennouyrenue UVB-tepanuu B cBA3M ¢ BBIGOKUM PUCKOM (POPMHUPOBAHMS SMUTEIHATIBHBIX WIN
MEJIaHOLIUTaPHBIX 3JI0Ka4eCTBEHHBIX HOBOOOPa30BaHUIl B 10IrocpoyHOi nepcnekruse (4, 17].

3akiao4eHue

JIull — mumdorpendepatnBHOE 3a007€BaHIE U3 TPYIIIBI TEPBUYHBIX KOXKHBIX JTUMQPOM,
PEIKO BCTPEYACTCAAYIHALIMEHTOB eTCKOro Bo3pacta. Hecmotps Ha To uto JIull xapakrepusyercs
JNOOpOKavYeCTBEHHBIM TCYEHHUEM U OJaronpHUATHBIM MPOTHO30M JUIsl MAalMeHTa, AETH C JaHHBIM
3a00JICBAHKMEM TOJICKAT MOKU3HEHHOMY HAOJIIOJCHHUIO y JIEPMATOBEHEPOJIOTa M OHKOJOra. JTO
CBSI3aHO |\ C/BBICOKOM BeposATHOCTBIO (B 10-15%) pa3BuTus mnapajjieibHO NPOTEKAIOLUX WIN
MOCJIEAYIOIINX HEOIJIAaCTUYECKHUX IPOLECCOB, CPpeAu KOTOPBIX Ha IEPBOM MECTE B JETCKOM
BO3pAcTe CTOUT I'PHUOOBHUIHBIA MHUKO3, PEKE MOTYT pa3BUThCS MEPBUYHAS KOXKHAsI UM HOJAJIbHas
CD30+ anamnactuueckas tuMdoma, TuMporpanyieMaTos.

Ha ceronusmnuii 1eHp He pa3paboTaHO YETKUX aJropuTMOoB 1o jedyenuro JIull y nereit, a
METOJbI, NPUMEHSIEMBIE Yy B3POCIBIX, MMEIOT OrpaHUYEHUs JI1 HCIOJB30BaHUA B JETCKOU
MOMYJIALMU, YTO JUKTYeT HEOOXOAMMOCTh (OPMHPOBAHUS HHAMBHUIYaJbHON TepaneBTHUYECKOU
TaKTHKH JUIst pedenka c JIull.
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Pucynku

Puc. 1. B obnactu neBoro muieda y mHalMeHTa OMpPENENsICS y3€ld KpacHOro ILBeTa C
CHHIOIITHBIM OTTCHKOM, 3cMmB AUaMeTpe, IUIOTHBINA IIpU najJblialnunu
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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SI3BBI, IKaMETpoM 1,5 u

Fig. 2. In the upper third of the right hip two ulcers (1,5 and n respectively) were visualized,

which formed from dense nodes

Puc. 3. Mukpodororpadus, (*x40, remMaToKCWINH-303UH. B 1epme omnpenensioTcs IJIOTHBIC
KpyHHOOYar bTPAThl, PACIOJOKECHHBIE MPEUMYIIECTBEHHO B CPEOHHX M TIyOOKHX
OTIeNax AEpMBbl U AIOUIUE B TOJIBKH ITOAKOKHOM JKUPOBOM KIETYATKU

aphy, x40, hematoxylin-eosin. Dense large-focal infiltrates are determined in
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Puc. 4. Mukpodororpadus, %100, remMaroKCHIMH-203UH. JlepmanbHbie WHOUILTPATHI,
MPECTABIICHHBIC KPYITHBIMH ~ JTUM(OUJHBIMA  KJIETKAMHU c UMMYHOOIacTO- u
LEHTPOoOIacTON0100HONH MOpdoIorHel 1 MaJabIMU JTUMPOLUTAMU

Fig. 4. Microphotography, x100, hematoxylin-eosin. Dermal infiltrates consisted of large lymphoid

cells with immunoblast- and centroblast-like morphology and small lymphocytes

Puc. 5. Mukpodotorpadus, *x40, UMMYHOTHCTOX KO€ MWCCIEAOBAaHUE C NPUMEHEHUEM
anturen k CD3. Omnpenensiercss BbIpakKeHHas urenpHas skcnpeccuss CD3  kpynHbIMH
TUM(GOUTHBIMH KJIETKaMH HH(DHUIBTpATa @

Fig. 5. Microphotography, x40, im ohistochemical assay with anti-CD3 antibodies. The

pronounced expression of CD3 by lar id cells is determined

Puc. 6. Muxkpodortorpadus, x40, UMMYHOTHCTOXUMHUYECKOE HCCJICAOBAHHE C CIIOJIb30BAHHEM
anturen Kk CD4. Omnpepensercs BblpakeHHas MOJIOKHUTENbHAsE dkcnpeccuss CD4  kpynHbsIMu
TUMQPOUABIMH KIIETKaMH WHPUIbTpATa

Fig. 6. Microphotography, x40, immunohistochemical assay with anti-CD4 antibodies. There is

determined the pronounced expression of CD4 by large ymphoid cells
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Puc. 7. Mukpodotorpadusi, X40, IMMyHOTHCTOXMMHYECKOE MCCIIEIOBAHNE C TIPUMEH aHTHU-
CD30 anTturen. B  uHQUIBTpaTe  ONpENENAIOTCS  KPYNHBIE  JTUMQON, TKH,
@

skcnpeccupytonme CD30

Fig. 7. Microphotograph, x40, immunohistochemical assay with anti- tibodies. In the

infiltrate large lymphoid cells with positive CD30 expression

Puc. 8. Muxkpodororp , ), IMMYHOTHCTOXMMHYECKOE HCCJICIOBAaHHE Ha OIpeleIeHHe

i-67._DKc s Mapkepa Ki-67 ompexpensuiack NpeMMYIIECTBEHHO B KPYITHBIX

UM (GOUIHBIX pbie cocTaBuiin mpuMepHo 30% OT BceX KIETOK UH(UIbTpaTa

Fig. 8.¢Mi , x40, immunohistochemical assay to determination of Ki-67 expression.
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@
Puc. 9. B mporecce perpecca KIMHHYECKUX TPOSBICHUNA 3a00JICBaHM €HTA OTMEYaJoCh

3a)KUBJIEHUE Haubosee KpymHOH s13BbI ¢ (POPMHUPOBAHUEM aTPO(DUK

Fig. 9. During the disease regression perion the healing of the largest ulcer with following atrophy

formation

Puc. 10. Chopmu % asicst aTpousl KOXKM Ha MECTE Pa3pelIMBIIETOCs Oo4Yara MopakKeHHs depes
6 MecsIEB OT Haya a00JIeBaHU

Fig. 10. at the site of the resolved lesion in 6 months after the onset of the disease
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	Рис. 5. Микрофотография, ×40, иммуногистохимическое исследование с применением антител к CD3. Определяется выраженная положительная экспрессия CD3 крупными лимфоидными клетками инфильтрата
	Fig. 5. Microphotography, ×40, immunohistochemical assay with anti-CD3 antibodies. The pronounced expression of CD3 by large lymphoid cells is determined
	Рис. 6. Микрофотография, ×40, иммуногистохимическое исследование с спользованием антител к CD4. Определяется выраженная положительная экспрессия CD4 крупными лимфоидыми клетками инфильтрата
	Fig. 6. Microphotography, ×40, immunohistochemical assay with anti-CD4 antibodies. There is determined the pronounced expression of CD4 by large ymphoid cells
	Рис. 7. Микрофотография, ×40, иммуногистохимическое исследование с применением анти-CD30 антител. В инфильтрате определяются крупные лимфоидные клетки, экспрессирующие CD30
	Fig. 7. Microphotograph, ×40, immunohistochemical assay with anti-CD30 antibodies. In the infiltrate large lymphoid cells with positive CD30 expression
	Рис. 8. Микрофотография, ×40, иммуногистохимическое исследование на определение экспрессии Ki-67. Экспрессия маркера Ki-67 определялась преимущественно в крупных лимфоидных клетках, которые составили примерно 30% от всех клеток инфильтрата
	Fig. 8. Microphotograph, ×40, 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
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