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MaHHMKynuTOnoao6bHasn
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MopkokHas naHHUKynuTonofobHan T-knetouHas numdoma — peakas dhopma nepudepunyeckon T-kne-
TOYHOW NMMcpoMbI. YacToTa BCTpeyaeMoCTn laHHoM naTofnornn coctasnset 1% Bcex NepBUYHbIX
T-KNeTouHbIX NMMMAPOM KoxM; Npu 3ToM 20% 06LLEero umicna NaUumeHToB € 3TOW NaTonorve — AeTv 1 noa-
POCTKM, TaknuM 06pa3oM, NPOLIEHT BCTPEYaeMOoCTM aHHOroO TVMa OMyXou B IETCKOM BO3pacTe — MeHee
1%. YuuTbiBasi penKoCTb 3TOro 3aboneBaHus, He CyLLECTBYeT eMHON TaKTUKM Tepanuu U OLEHKK ee
adhdpekTnBHOCTU. B cTaThe NpencTaBneH 0630p nuTepaTypbl, MOCBALLEHHbIR ONUCaHUIO, AUArHOCTUKe U
NEYEHWMIO NaHHNKYIMTONOA06HON T-KNEeTOUHON NMMAOMbI, PACCMOTPEH KIMHUYECKWIA Cllyyait JaHHOro
TviNa NMMPOMBI C MPOrPECCUPYIOLLIMM TedeHneM y pebeHka 3 neT, KOTOpoMy B AarnbHelLLeM NpoBefeHa
TPpaHCMIaHTaLuMs reMONo3TUYEeCKMX CTBOSOBbIX KIETOK OT ramnsocoBMeCTUMOr0 POACTBEHHOIO JOHOPA.
Poputenu naumeHTa ganu cormacue Ha MCMONb30BaHWe WHAOpPMaLUUKM O HeM, B TOM uucne
doTorpadhuii, B HayuUHbIX UCCNELOBaHNUAX U MyBIvKaumuaXx.

KnioueBble cnoBa: naHHuKynMTonogobHas T-kneTouHasa numMgpoma, pehpakTepHoe TeveHue,
nepucpepnyeckas T-kneTouyHas nMMMPoMa, TPAHCHIAHTaLWs FeMONO3TUYECKMX CTBOSIOBbIX
KIIeTOK, NeanaTpus, KIMHNYeCKui criyda
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Panniculitis-like T-cell lymphoma in children
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Subcutaneous panniculitis-like T-cell lymphoma is a rare form of peripheral T-cell lymphoma. The frequency of occurrence of this
pathology is 1% of all primary T-cell lymphomas of the skin, at that 20% of all population are children and adolescents, in this
way, the percentage of occurrence of this type of tumor in the pediatric population is less than 1%. Given the rarity of pathology,
there is no single tactic of therapy and an assessment of its effectiveness. This article presents a review of the literature on the
description, diagnosis, and treatment of panniculitis-like T-cell lymphoma. It also presents a clinical case of the development of
this type of lymphoma in a 3-year-old child, with a progressive course and subsequent HSCT from a haploinentical relative donor.
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epudepuyeckne T-KNeTOYHble NMMAOMbI  —
reTeporeHHas rpynna 3abofnieBaHui, K KOTOPOW
COrnacHO COBPEMEHHOW knaccudmkaumm Bce-
MWUPHOM OpraHu3aumu 3ppaBooxpaHenusi (BO3) oTHo-
cutca bonee 25 numdonponudhepaTMBHBIX NPOLECCOB
[1]. HekoTopble M3 HUX pedku Kak BO B3POCIION, Tak U
B nepmatpuueckon npaktuke. Okono 10% Bcex cnyya-
€B HEXOMMKMHCKMX NMMCPOM Yy [eTeil MPUXOOMTCS Ha
nepudpepuyeckne T-kneTouHble uMdombl [2]. Camoe
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yacToe 3aborieBaHue B faHHOM rpynre — aHannacTuye-
CKan KPYrMHOKNeToYHas numdoMa, apyrue cocTaBnsioT
Bcero 1-2% [3, 4]. PeakocTb U HEOAHOPOAHOCTb 3TUX
3aboneBaHu1it ABNAIOTCA OCHOBHBIMW MPUUMHAMM OTCYT-
CTBMA YETKMX MPOTOKOSIOB W CTPaTErvi fieueHus.

B aToM cTaTbe NpencTaBfieH aHanua nTepaTypHbIX
[laHHbIX, MOCBALLEHHbIX 3TOM PEKON NaToNorumn, a Tak-
ke pa3bop KIMHWYECKOro Cilyyan naLmeHTa ¢ naHHUKy-
nmTonopobHon T-KNeTouHoW NMMAOMON.



KJIMHUYECKWUE HABJIOOAEHUA

Bnepeble 06 3TOM 3aboneBaHWMM B paMKax OHKoOMa-
Tonoruv Hamucanu C. Gonzalez v coasT. B 1991 rony
[5]. B cTaTbe onucaHbl 8 KIIMHUYECKUX Cly4aes, Teue-
HMe KOTOPbIX M3HAYanbHO HAaMOMWHANO MaHHUKYMUT,
HO MpW [eTanbHOM MOPMPOSIOrMYecKOM MCCREenoBaHUM
06HapyKMIM  MPU3HaKM  3MOKAYECTBEHHOCTM, MPUYEM
HekoTopble cryyan Bbinm cBsidaHbl C remodparoumTap-
HbIM CMHOPOMOM.

CeropHs NMOAKOKHYI0 NaHHWKYNUTONoaobHyo T-kne-
TouHylo numdpoMy  (subcutaneous  panniculit-like
T-cell lymphoma — SPTCL) paccMaTpuBaloT Kak pef-
Koe, ASITeNbHO Tekyllee 3aboneBaHune, XxapakTepuayio-
Lieecs MHWNbTpaLUMel MOAKOKHOW KUPOBOW KIeTyaT-
KM LMTOTOKCMYeCKUMU anbdha-beTa-T-nuMdpoumTamm.
B 2008 ropy BO3 Bbigenuna ato 3aboneBaHue B 0TAENb-
Hylo Ho3ornoruyeckyio cdopmy. 3aboneBaloT B OCHOB-
HOM MOIofble XeHLUMHbI B Bo3pacTe 0o 36 net. Cpenu
LeTeV NpenMMyLLEeCTBEHHbIN Bo3pacT aebiota — oo 4 ner;
[eBoukn BoreloT valle Manbumkos [4]. Cpeou ocHOB-
HbIX KITMHUYECKUX NMPOSIBIIEHUI OTMEYaloT, Kak NMpaBwIo,
MHOMECTBEHHbIE MOLKOKHbIE Y3J1bl U/WUIU NIIOTHbIE 3pU-
TeMaTo3Hble BALLKM, pacnonosKeHHbIE Ha KOHEYHOCTAX
n TynosuLle. BcTpeyaloTca M OOMHOYHbIE OYarn mopa-
)eHus. M3basBneHusi, NpucoeagMHeHne BTOPUYHOM WMH-
heKumnn — penkve SIBIMEHWs, CBA3aHHbIE, KaK MpaBurio,
¢ HebnaronpusATHbIM MporHo3oM. Ha dhoHe perpeccum
3ab0/1eBaHNA BO3MOMKHO BO3HMKHOBEHWE NMMNOLMCTPO-
cuit [6-8]. TIOMUMO MOAKONKHO-SKMPOBOW KIIETUATKM,
B MaTONMOrMYecKWin mpouecc MoryT ObiTb BKIOYEHbI
KOCTHbIA MO3I, TPyOHble emnesbl, NeyeHb, CerneseHka
U JKUPOBbIE OTIOMEHUSA Me3eHTepuarnbHoi obrnacTu [7].
CUMNTOMbI MHTOKCMKaLMKW, MOTEps Beca, NMXOpPapgka,
npodoy3Hble NOTbl BCTpeyatloTcs npumepHo B 60% cny-
uaes [6]. Yale HabriogaloTcs 0bLas cnabocTk, UyBCTBO
HeO#oOMOoraHus, 03Hob. Y nauveHToB OTMeYaloT U3MeHe-
HUsi nabopaTopHbIX MoKasaTenen: TpombouuToneHus,
NENKOMNeHNsl, aHEMWS, @ TaKKe MOBbILUEHNE aKTWUBHO-
CTV NaKTaTAervaporeHasbl U NeYeHOYHbIX TpaHCaMMHa3
[6, 8, 9]. CaMoe rpo3HOe U3 BO3MOMHbBIX MPOSBIIEHUEM
SPTCL — reModarounTapHblil CUHAPOM, BCTPeYaloLLmin-
ca B 15-20% cnyuaes [5-8, 10]. Okono 20% 6orbHbIX
MMEIOT ayTOMMMYyHHble 3aboneBaHusl, CPemu HUX Cu-
CTeMHas KpacHasi BonuaHka, cuiapom Lerpena [9, 111,
0epMaTOMMO3UT, I0BEHUSIbHBIN PEBMATOMOHbIN apTpUT,
capkougos, 6onesHb Kukyum [9, 11, 12].

CybcTpat onyxonu npepctaenset cobon ponbya-
TblIi, TAHHUKYIMTONOA0BHBIVM MHGUABLTPAT, NPU 3TOM NO-
paseHa MOLKOKHO-KMPOBas KNeTyaTKa; NpPU3HaKoB No-
paskeHus iepMbl 1 anuaepmmca Het [6-8, 13—-16]. Xota
MMeeTCs HeKoTopas NepuBacKynspHas MHAOUIbTPaLMS
nMdpoumMTaMm, laHHble KNeTKM He 0biagaloT npuaHaka-
MU aTUMUK UnK naTosiornyecknm cpeHoTnoM. Hambonee
XapaKTepHbI, HO He CaMbli cneundUYHbIA NPU3HaK —
«PUMMUHI> — 0BpaMIIeHne, OKpYKeHWe anunoumuToB na-
Tonornyeckumun T-kneTkamu [17, 18]. NaHHoe siBneHve

XapaKTepHO W NS APYTUX KOXKHBIX JIMMADOM, [0fbYaToro
MaHHUKYNWUTa. B HEKOTOPbIX ClyYasix UMEIOTCS NpusHa-
KM HEKPO3a XMPOBOM TKaHU C POKasibHbIM rpaHynema-
TO30M. AKTMBHbI aHrMOreHe3 Wnu aHrMOLEeCTPYKLUMS
He XapaKTepHbl Ans gaHHon onyxonu. OnyxoneBsbiv UH-
punbTPaT BbINOSHEH MENKUMU U CPefHUMU UMDOoLM-
TaMu C HEPOBHBbIMU SPaMW; B HEKOTOPbIX KITETKaX MOX-
HO HabnoaaTh AAPbILLKM C XOPOLUO MPOCMaTpUBaeMbIMM
MpW3HaKaMy MUTO3a. XapaKTEPHbl TaKKe KapnopeKkcuc
1 BonblLoe KoNMyecTBo MakpodaroB ¢ oCTaTKaMu Mo-
rMOLLEHHbIX KINeToK. BcTpeyaloTcs oTaenbHbIe OCTPOBKM
COEAMHUTENbBHOM TKaHW 1 YYaCTKM KoarynsaumoHHOMo He-
Kpo3a. [pucyTCTBYET HEKOTOPOE KONMWYEeCTBO BOCMAu-
TenbHbIX KMETOK, MMCTUOLMTOB, Mia3MOLMTOB, HENTPO-
chunos., Menkux numdpoumTos [6, 9, 15-18] (pucyrok 1).

PucyHok 1
'mcTonorunueckas KapTWHa NMOAKOXKHO-XKMPOBOro Cr0s:
A- cneumpmqecme nopaxeHue I'IO[lKO)KHO-)KMpOBOl‘;I KIneTyaTKku,

VIMMyHOheHOTVN OMyX0omneBbIX KNETOK BecbMa cre-
umcbmnyeH — 3to anbda-beTa-nUMdounTbI, KoTOpble
akcnpeccupyloT CD3+, CD8+, uMTOTOKCMYECKME NpoTe-
uHbl (rpaH3uM B, TIA-1, nepcbopuH), NoTepss NMpu 3TOM
yacTb T-KneTouHbix aHTureHos [6-9, 15, 17]. Haubonee
yacTto otcyTeTayloT CD5 (50%), CD7 (44%), CD2 (10%);
BF1 — nonoxuTeneH; otcyTctByeT akcnpeccus CD30,
CD 56. [InfA 9TMX KNETOK He XapaKTEpHO HanMuue Bupyca
AnwreiHa—bapp [14].

O natoreHese SPTCL n3BeCTHO HEMHOr0. YuuTbl-
Bas pemKocTb 3aboneBaHus, 3aTpyOHeH MacLuTabHbIN
aHanu3 reHoMa, KOTOpbIM M03BOMUA Obl BbISBATL Xa-
paKTepHble MyTauuun. B BonblumHCTBE cryvaes obHa-
py)KeHa KIfoHanbHasa nepectpovika reHa TCR. B 2014
ropy P. Maliniemi v coasr. [19] ony6nukosanu aHanus
23 nauvenToB ¢ SPTCL. Bbino obHapyskeHo, uTo ans
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KNEeTOK HermoCpeAcTBEHHO NMMAIOMbI U ee MUKPOOKPY-

EHWS XapaKTepHa BbICOKasi 3KCMPECCUsi UMMYHOCY-

npeccusHoro benka IDO-1 (MHoonamuHa 2,3-amMoKcu-

reHasbl), UTO MOATBEPKAAETCS BbICOKUM COfepsKaH1eM

PasnMNYHbIX BOCNANNTENbHbIX LUTOKMHOB, B 0COOEHHOCTH

IFNY (MHTepdpepoH-ramMma), KOTOpbIN TaKkKe MHAYLMPYeT

skcnpeccuio IDO-1 — BaxkHoro doepmeHTa npu katabo-

nusMe TpunTodbaHa Mo NyTu KuHypeHuHa. IDO naeHTn-
hMUMPOBaH Kak KITI0YEBOW PErynaTop 3aLuTbl OMyXosm
0T UMMYHHOI cucTeMbl. [MokasaHo, yto IDO-1 sawumilaeT

MaToNoOrMyeckne KNEeTKMN OT LUTOTOKCUYECKUX T-nnumdpo-

LIMTOB X03AMHa, NuLlas nocnepHux tpuntodaxa. Mo-su-

omMoMy, akcnpeccust IDO-1 cHMKaeT Takke KOHLEHTpa-

LIMI0O MMMYHHbIX KI1ETOK B OMYXONM U YBEMUUMBAET [ONNI0

perynaTopHbix T-numdountos (Tregs) B MHdunbTpare.

OpHako B3aMOCBSI3b Meskay OMyXomsiMu1, 3KCMpeccupy-

towmmm IDO-1, n T-nuMdpoumTamMm CrnoxHa, NOCKONbKY

IFNy — ocHoBHOM uHoykTop IDO-1. IFNY — 3TO UMTOKWMH,

MpevMyLLecTBeHHO npoayumpyeMbiin NK-kneTkamm ¢ aH-

TUBUPYCHBIMU, UMMYHOPETYNATOPHLIMA U NPOTUBOOMNY-

X0f1eBbIMM CBOMCTBaMU. YUpesMmepHoe ero obpasoBaHue

CBSI3aHO C HECKOJIbKMMW ayTOMMMYyHHbIMK 3aboneBa-

Huamun. ['eH SNP, kogupyiowmin IDO-1, B cBolo oyepensp,

CBfI3aH C CUCTEMHOW CKieponepmuen. bbino nokasaHo,

yto IFNy nercTByeT no npuHUMNy obpaTHOM CBA3K, UTO-

Bbl MHOyUMpoBaTb dhepMeHTaTuBHYIO yHKumio [DO-1.

3710 cnocobcTtByeT MeTabonmMamMy MMMYHOCYNPECCUBHO-

rO KUHYPEHWHA M CO30aHMI0 MMMYHOCYNPECCUBHOIO MU-

KPOOKPYKEHUS, UTO MPUBOANUT K aHeprn T-numdoumTos

MO OTHOLUEHMIO K M3MEHEHHbIM OMyXOSeBbIM KIlIeTKaM.

Ha knetkax SPTL oOHapyxeHa Takke 3Kcnpeccus

CXCR3 v CCR5, Th1l-peuentopos 1 ux nuraHpos (CXCLY,

CXCL10, CXCL11, CCL5 u CCL4). CXCR3 akcrnpeccupy-

€TCSl Ha HEeKOTOPbIX UMMYHHbIX KIleTKax, rmaBHbIM 06-

pa3oM Ha NK-kneTkax v akTMBMPOBAHHbIX T-XennepHbIX

KINeTKax, NpenMMyLLecTBeHHO Ha Thl, a Takxke Ha T-pe-

rynaTopHbix knetkax. Myte CXCR3 nokasan cBow porb

B Pa3BUTUM MHOMUX @yTOMMMYHHbIX 3ab0neBaHui, Taknx

KaK PEBMaTOWIHbIN apTPUT, CUCTEMHAs KpacHas BONYaH-

Ka 1 ayTOMMMYHHble 3ab01eBaHUs LUMTOBULHOW XKenesbl.

B atom uccneposarHum CXCLY n CXCR3 6binu BbipaskeHbI

B Pa3HON CTEMEHW, KPOMe TOro, 0BbHapyKeHa CynepaKe-

npeccus CrenyioLLmnX reHoB!

1. GBP5 - oTtBeyvaeT 3a hopMupoBaHue MHchnamaco-
Mbl NLRP3 1 yuacTByeT B MEXaH13Max BPOKAEHHOMO
UMMYyHUTETA.

2. RASGRP1 - HykneoTuaHbln 0BMeHHbIM hakTop,
cneundunyeckn aKTUBMPYIOLLMIA NyTb Ras; OH pery-
MpYeT MOPOr aKTUBaLMM T-KMETOK M 3KCMpeccum,
WHOYLMPOBAHHOW aHTUIeHOM, KOHTPONMpYeT paboTy
CD8-T-kneTokK, a Takske akTBMpYyeT 3chdDEKTOPHbIE
dyHKUMM NK-KneTok.

3. MosbleHHas perynsaums reHa CCL5 (u3BecTHas
kak RANTES), KomMpyeT XEeMOKMH, OrocpenyioLLmii
MUIPALIMIO U XOYMUHT T-KITETOK.
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4. [lpyrve reHbl, cnocobcTBylOLWME ayTOMMMyHUTE-
Ty Tvna Thl, Takve kak NKG, IL32, IL1 8, CCR1 n
CCRS5, Takxke bbinu ceepxakcnpeccuposaHbl B SPTL
B AAHHON BbIBOPKe NaLMeHTOoB.

OTMeueHo, UTO NpU CMCTEMHOW Tepanuu NPeaHn30-
MIOHOM M METOTPEKCATOM B HU3KOW [03e MPOohusib 3KC-
MpPeccuu reHoB, Takux kak /D0-1, yeTKo HopManuayeT-
CA BNOTb [0 WMCYE3HOBEHWUS MaTOMOMMYECKUX KIETOK
B TKaHAX. B Mopenn rymaHusmMpoBaHHOM MbiK Obifo
nokasaHo, uto IDO-3kcnpeccupyioLme ryMaHM3MpoBaH-
Hble Me3eHxuMasbHble CTBOSoBble KreTku (MSC-IDO)
cnocobHbl nopaenATe nponudpepaumio T-nMMdounToB,
CnocobCTBYIOT POCTY OMyXOfM B MOAENSAX OMyXOnun me-
naHoMbl U NMMAdOMbI. BaxkHo 0TMeTWTb, UTO 3TOT 3dh-
dheKT Bbin 0TMeHeH MHrnbutopom IDO-1-MeTun-TpUNTO-
chaHoM. [loflyyeHHble pesynbTaTbl MOKa3bIBAIOT, YTO
ayTOMMMYHHbIN TUN BOCNAneHns — 310, BEPOATHO, OCHO-
Ba pa3suTus SPTL, obbsicHALLaA B3aMMOCBA3b MEXOY
SPTL n ayToBoCcnanutenbsHbIMy 3abonieBaHuAMN, B YacT-
HOCTW, CUCTEMHOW KpPacHOMN BOSTYaHKON. bbifa BbIBUHY-
Ta runoTesa O TOM, YTO HEKWI MHULMMPYIOLLMIA dhaKTop
BbI3bIBAET ayTOBOCMASIMTENbHYIO PeaKLUMi0 C MoBbILLEe-
Huem perynaumm IFNy, CXCR3 n CCL5, uto npuBoaut K
MOBbILLEHMIO KOHLEHTpaumn nHgyumupyemoro IFNy IDO-1,
KOTOpbI B CBOIO OYepedb MHAYLMPYET MMMYHOCYNpec-
CMBHOE MUKPOOKPYEHWE, MO3BOSISAS 311I0KaYE€CTBEHHBIM
KrneTkaM nsberatb MMMYHOMOMMYECKOrO KOHTPOSIS.

Mopdponorunyeckn SPTL MoxeT HanomuHaTtb nep-
BMUYHO-KOXHYI0 ramMma/menbTa-T-KneTouHyio fiMMdoMy
C TOW NWLLb pasHWLen, YTo ANst MOCNEeNHEN XapaKkTepHee
MOpaeHWe 3MMAepMMca U LePMbl, 3a4acTylo accoummn-
pOBaHHOe C NosiBfieHneM A3B. MIMMyHOeHOTUNMYEeCKM
ANs raMMa/nenbTa-NMMAOMbl XapakTepHa 3KCNpeccust
CD56 npu otcyTtctBum akcnpeccun CD4 n CD8. Ewe
OOMH OCHOBHOM OTNMYUTENbHbIA Npu3Hak — Tun TCR:
ramMma/nensTta — Ana ramMma/mensta-nIMMdioMbl U anb-
cha/6eta — ana SPTL [12].

[Opyras cxoxas naTonorns — BONMYaHOUHbIA MaHHWU-
kynuT [9, 11] — ayTOMMMyHHOE pacCTpOICTBO, XapaK-
Tepusyiolleecsi pa3BUTUEM NOBYNAPHOrO BOCManeHuWs
MOOKOXHO-MPOBON KneTuyaTku. Yacto SPTL accoumu-
PYeTCs U C APYrvMM ayTOMMMYHHbIMW PacCTPOMCTBaMM,
B TOM uUMCfle CUCTEMHOMN KpacHoW BonuaHkoi. Cyuie-
CTBYeT psifi MOPCPOMOrNYECKNX KPUTEPWEB, MO3BOSIAIO-
LUMX OTNUYUTL NIUMAIOMY OT MaHHUKYNWUTA: MHOMKECTBO
NnasMaTUYECKMX KIETOK, MPaKTUUYECKN OTCYTCTBYIOLLMX
npu SPTL, koTopble B BOMbLLIOM KONMYecTBe BCTpeya-
I0TCS MPY BOMTYAHOYHOM MaHHukynute; CD123+ nna3mo-
LMTOMAHbIE AEHAPUTHBIE KIETKM XapaKTepHbl Afs BOJI-
YaHOYHOrO MaHHWKYIINTA; BbICOKWI YPOBEHb SKCMPECCUM
Ki67 xapakTepeH ons atunuuHbix CD8 numdhoumnTos, aB-
NAOLLMXCA cybCTPaTOM OMyXOsu.

MockomnbKy maHHWKynuTononobHaa  T-kneToyHas
nuMdooMa BCTPeYaeTcs OYeHb penko, obLiero nopxo-
0a K nedyeHuio atoro 3abonesaHusi HeT. CyuiecTByeT




KIIWHUWYECKUWE HABJNIIOAEHNUA

HECKOJIbKO BapVWaHTOB BElEHWSI TaKNX BOSbHbIX:
® MOHOTepanus rloKOKOPTUKOCTepomaamm

(6,9, 15];
® Tepanwvs UMMYHOCYNPeCCHBHbIMU NpenapaTtamu (-

knocnopuH A [6, 16, 20], BO3MOKHO UCMOMb30BaHWe

B PEXMMe MOHOTepanuv Wnv B KayecTBe AOMOSHe-

HUA K NONMXMMMOTepanuu Mpu OTCYTCTBMM OTBETA

Ha neyeHue rIIOKOKOPTUKOCTEPOMAaMU);
® nonUXUMMOTEpPanus, BKITIOYalOLas aHTpPaLMKIIMHLI

— CHOP (umknodpocchamua, AOKCOPYOULIMH, BWH-

KPUCTUWH, NpenHn30mioH) u CHOP-nonobHbie peskmMbi

Teparmn  (CHOPE: umknodpoccpamma, [OKCOpY-

BUUMH,  BMHKPUCTWMH, MNPENHW30SIOH,  3TOMO3WA,

CEOP-P: uvknodocdpamug, BOKCOPYOULMH, BUHKPKY-

CTUH, NPEOHN30SO0H, 3TOM03K, NpasiaTpekcar);
® npenapaTbl PETUHOEBOM KUCMOTbl — BekcapoTeH

[21].

CyLecTByIOT CTpaTernm feyYeHnsa ¢ NCnosib3oBaHN-
€M NyyeBOM Tepanuu, ayTOTpaHCMaHTauus KOCTHOro
MO3ra, a npu pedppakTepHOM TeUYeHUM — ansoreHHas
TPaHCMNaHTaumsi reMono3TUYECKMX CTBOMOBbLIX KI1ETOK
[6, 16, 22, 23].

Hanuune Ha kneTtkax onyxonu PDL-1 nossonset
paccMaTpuBaTb MCMOMb30BaHWE MHIMBMTOPOB [AHHOIO
peLenTopa B Tepanuu, a Hanuuue doepmeTa IDO-1 B co-
CTaBe KIETOK OMyXOSIM U MUKPOOKPY}KEHWSI Npefnona-
raeT BO3MOXHOCTb ucnonb3oBaHus IDO-1-uHrnbutopos
KaK BapuaHTa Tepanuu.

OnucaHue KIMHUYECKOro cny4vas

Manbuunk, 2014 ropa poskneHus, boneH ¢ MapTa
2018 ropa, Korga cryyaHO 3aMeTWUNK YNoTHEHWE MO
naTepanbHOM MOBEPXHOCTU MpaBoro beppa pa3MepoM
1,5 x 1,0 cM ¢ HeueTkuMuK KoHTypamu. ObLuee cocTo-
AHne pebeHka He Bbi3biBano becnokoicTtea. [pu obpa-
LLEHMM K XMPYPrY MO MECTY KWUTeNbCTBa Obin NoCcTaBMeH
OMarHo3: BOoCManuTesbHbIi MHAMAbTPaT. B xupypruve-
CKOM OTAESIeHUM NpoBeny aHTMbakTepuanbHylo Tepanmio
— bes 3Haummoro acpdekTa. Y Manbumnka nosieuMnach nu-
xopagka o ebpunbHbix umdp. MNpu ynbTpassykoBoM

PucyHok 2

UccrnenoBaHUM MACKUX TKaHel Bedpa BM3yanuauposa-
nocb MArkoTKaHHoe obpasoBanune. 061y aHanm3 Kpo-
BM: UMCMO NEelKouMToB — B AmanasoHe 4-9,0 x 10%/n;;
nanoykosgepHoln cosur — ao 13-26% nanoukosanep-
HbIX HeiTpodmnos; COQ — 12-23 mm/u. Buoxummue-
CKMM aHann3 Kposw: nosbllweHne aktuHoctu JIAI po
1068 EL/n (HopMa — no 500 ELl/n). PeBnaunio MHUIb-
TpaTa BbinonHun 10.03.2018 nop HapkosoM, nony-
yeHo 5,0 M;T MyTHOW skmakocTu. Y pebeHka npoposixa-
nacb ebpunbHas nuxopapgka; panbHenwui nopbop
aHTMbnoTnkoB — 6e3 adpcpekTta. OTkpbiTasd buoncus
uHdpmnbTpaTa npasoro begpa BbinonHeHa 02.04.2018
B OHKOJTOrMYECKOM OTAESIeHUN PermoHanbHOro LeHTpa.
'mctonornyeckoe 3akmovyeHme ot 04.04.2018: naH-
HUKynMTOnoaobHaa T-kneTouyHas numdoma? HekpoTtu-
3upylowmnii naHHMkynut? 07.04.2018 HauaTa Tepanus
nexkcametasoHoM (0,25 Mr/kr/cyT).

12.04.2018 manbuuk nepesepeH B HMULL [MOU
uM. IMnTtpua Porayesa Mun3ppasa Poccun onsa npo-
poskeHna nevenus. Mpu nocTynnewun obpallan Ha
cebs BHMMaHWe NepBUYHbIA ouar: Ha nepenHen 6o-
KOBOW MOBEPXHOCTW npaBoro Bedpa Mof MOBA3SKOW —
ry6oKkuit (0KoMo 3 CM) IMHEHBINA eDeKT MATKMX TKaHel
pasMepoM OKomo 4 CM, 3usieT, Kpas BbIMOSHEHbI
HEKPOTUYECKMMM MacCaMu, QHO — MbILIEYHAs TKaHb
(pucyHok 2). Bokpyr nedbekTa Kosa MHGUMILTPUPO-
BaHa, runepemMuMpoBaHa, MNMOTHas Ha OLLyMb, 30Ha
UHpunbTpauum — 12 X 8 cMm.

MeueHb M ceneseHka He yBenuueHbl. [lanmbnupo-
BaliMCb MJOTHble MaxoBble NMMAOY3nbl Pa3MepoM
15 mM. Mo pesynbTaTaM KOCTHOMO3rOBOM M foMbarnb-
HOW MYHKLUMWA MOPaMEHUs KOCTHOrO MO3ra WM HEpBHOM
cucTeMbl He BbisiBNeHo. [lpoBeneH nepecMoTp u-
CTOMOrMYECKMX MpenapaToB, Ha3HaYeHHbIX MO MecTy
)uTenbcTBa. [loaTBep)aeHa MOAKOMHAA MaHHWKYMW-
TornofobHass T-knetouHass numdooma: CD8+ Menkue
MMdoUnTbl  POPMUPYIOT  <PUMMMUHI>  BOKPYr agu-
nounToB, comepsat Granzyme B, TiA; oTcyTcTByeT
akcnpeccusi CD4, CD5, TdT, PAX 5, CD 20. CornacHo
knaccudpmkaumu no Murphy, onpegenena Il NR ctagus.

epBKUYHbIN ouar nopasenus, 0bpaboTka paHbl pacTBOPOM Mofa — 3USIOLLMIA AedheKT MArKUX TKaHen

(choTorpachus pebeHka npefocTasneHa ¢ cornacus poguTenei)
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lMpu3HakoB reMobarouUTapHOro CMHAPOMA HeT.

Peberky bbina HauaTa Tepanusa 6nokamu CHOP.
Mocne nepsoro 6ro0Ka OTMeuYeHa MONOMKUTENbHasA
OVMHaMWKa — YMeHbLUEeHWe MMOTHOCTM U NMOWaan WH-
dunbTpaummn ovara. lposeneH BTopow Bnok, Ha hoHe
KOTOporo Habniopanacb Mporpeccuss OCHOBHOIO 3a-
BoneBaHus: MOSIBUIMCb HOBbIE OYaru Mo BCEMy Teny
— Ha Tyf0BWLLE, KOHEYHOCTSIX, rOfoBe, Mpy 3TOM 00-
wee cocTtosiHne pebeHka ocTaBanocb CTabWUMbHBIM.
Ouaru npencrtaenanv coboi NNOTHbIe MOAKOMKHbIE 06-
pasoBaHus, 0o 1,5 cM B gmametpe, 6e3bonesHeHHble,
C rMnepemMrpoBaHHON Haf HUMKM Koxei. broncwuio ogHo-
ro 13 Hux (Ha npasoit ronenu) ebinonHumn 25.05.2018.
PesynbTaTbl MOPd0NOrMyYeckoro MCCrneaoBaHnsa Nop-
TBEPAWIN OMarHo3: NOAKOMKHAs NaHHWKynuTonopobHas
T-knetouHas numdooma. [1pn UMMYHHOrMCTOXMMUYE-
CKOM uccrneposaHun Ha T-numdpoumTax, nomumo CD3+
n CD8+, obHapyskeHbl peuentopbl PDL-1.

Manbuunky BbinonHunnm MPT Bcero Tena, KoTopas
nokasana anddysHble 30HbI NATONOMMYECKN U3MEHEH-
Horo MP-curHana B MAMKUX TKaHSIX NMOAKOXHO-XMPOBOM
KIneTyaTKu npaBoro benpa, NEBOW roneHu, TynoBuLLa 1
B Npeansieybsx BEPXHUX KoHeuHocTel (pucyHok 3).

PucyHok 3

MPT «Total body>»: A — pnddy3sHble 30HbI MATONOrMYECKOr0 CUrHa-
na OT MArKMX TKaHeit nNpasoro beapa, Nesoi roneHun, NeBoro nneva;
B — andbpysHble 30HbI NATONOMMYECKOro CUrHana oT MArKUX TKaHei
BHYTPEHHEN W BHELLHEel NoBEepXHOCTeN npasoro beapa

B cBAsu c nporpeccueit 3aboneBaHuna Ha dooHe
MPOBOAMMOrO JIeYEHWUA MPUHATO pelueHne ob ycwune-
HUW Tepanuu — HauyaT npoTokon ll-lda ¢ pepykumen 0o3.
Ha choHe Tepanuu NomHOCTbIO MCYe3MM MOSBUBLLUMECS
oYaru, a TaksKe MOSIHOCTbIO HWBENUPOBAIOCh NEpPBUY-
HOe mopaxeHue. Ha Tene nosBUIMCHL y4aCTKM fMMo-
onctpocoun. KoHtponbHas MPT ot 25.06.2018: nono-
UTeNbHasA OMHaMWKa B BUOE YMEHbLUEHUS pa3MepoB
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M KONMYecTBa 0YaroB MaTONIOMMYECKUX W3MEHEHWUN B
MArKUX TKaHax. OpHako no3ske, B npouecce Tepanuu
2- dhasbl, HarosoBe, NOAKOXKeN NOBHOM 061acTyH, BHOBb
OTMeYeHo nosBfieHMe TecToobpasHoro obpasoBaHus.
Mpu MPT-uccnenoBaHum ronoBbl KOHCTAaTMPOBaHa Npo-
rpeccvs MMM OMbI C MOPaXKEHNEM KOKM.

lMpoBeneHve Tepanuu ObINO NMpepBaHO, MOCHE KO-
POTKON LIMTOPERYKLMN FOPMOHAMM NMPUHATO PeLleHne o
MPOJOSIKEHUM Tepanuu Nno NpPOTOKOSy Af1s aHannacTu-
YECKMX KPYMHOKNETOYHbIX MMdpoM. [locnenoBaTesibHO
nposeneHbl 6bnokn AM, BM. Ha doHe neveHusi, no gaH-
HbiIM MPT markux TkaHew ronosbl n MPT «Total Body»,
OTMEYeHa MOMOMUTENbHAs [OMHAaMUKa: YMEeHbLUeHne
pa3MepoB 1 KONTMYEeCTBa 04aroB MNaToIorMYecknx name-
HEHWI B MSATKMX TKaHsIX.

B ceHTtabpe 2018 ropa nocne KOHAMLMOHUMPOBAHWS
¢ conynapabvHoMm, TroTenon, putykcumabom n TBI 12Gr
BbIMOJIHEHA anNoOreHHas TpaHCcnIaHTaums nepudbepnye-
CKMX CTBOJI0BbIX KDOBETBOPHBIX KIIETOK OT ranjocoBme-
CTUMOro pofcTBeHHoro goHopa (oTua). Mpukwuenexve
TPaHCNNaHTaTa: nenKoumuTapHbin 1 TpoMbounTapHbIi
pocTku — Ha +11-e cyTku. B paHHeM nocTTpaHcnnaHTa-
LIMOHHOM Mepuofe 3HauMMbIX COMaTUYecKux npobrem
y pebeHka He 0TMeYeHo.

Mo pmaHHbIM KOHTpOnbHOM MPT rofoBHOrO MO3-
ra M MArKMX TKaHel ronosbl C BHYTPUBEHHBIM KOHTpa-
CTVPOBaHWEM, B MOJKOMKHO-)KMPOBOW KIIETUaTKe, KOXe
nobHoW n TeMeHHoW obnacTeit COXpaHANWUCb ovaro-
Bble YYaCTKM M3MEHEHHOro CUrHama C MpesxHUMK pas-
MepaMu: CPeOVHHO PaCMONOMKeHHbI oyar B JoBHOM
obnacth — oo 1 x 0,2 x 1,2 cM; B NeBON TEMEHHOM
obnactn—0,5x0,8x0,9 cMm. Coxpansinuch 1 bonee men-
KME Y3EMNKM CO CXOMUMU CUIHaMbHbIMU XapaKTepucTu-
KaMu B TEMEHHbIX ¥ 3aTbINOYHbIX 0BMaCTAX C MPEXHUMU
pa3Mepamu—oT 3 0o 8 MM, be3 oTpuLaTeNIbHON AMHAMUKM.
Ha +29-e cyTkm OT TpaHChnaHTauuuM Ha 3agHen mno-
BEPXHOCTM LUeu CreBa OTMeYeHo MosBreHvne obpaso-
BaHuA okono 4 cM B AnameTpe. C Lenblo UCKIIoYeHUs
nporpeccun 3abonesaHus 6bbina BbinosiHeHa Buoncus.
TkaHb Buontata npefctaensna cobon peakTUBHblE
CD3/CD4 noauTtuBHble T-MMAPOUMTBI C  MPUMECHIO
CD3/CD8 T-kneTok. OTMEYEHO OTCYTCTBME 3IKCMPEC-
cun CD56, GrB, Perf, CD30, CD68; ypoBeHb akcnpeccum
Ki67 Huskuin. [lpusHaKkoB OMyXOneBOro MopaskeHus
HE BbISIBIIEHO.

TeueHue paHHEro NOCTTPaHCMIaHTaLMOHHOIO Nepu-
Ofa OCIOMHUIOCH LMTOMEranoBupyCHON MHEBMOHUEN,
B CBSI3M C YeM pebeHOoK nosyyan Tepanuio raHUMKIoBMU-
poM — ¢ 3pdheKTOM B BMAE HOpManu3auun TemnepaTy-
pbl, YIyYLLEHWSI CAMOYYBCTBUSA. TpaHCMnaHTaT dyHKLUM-
OHWPYET YOOBMETBOPUTENbLHO. B BMAY BbICOKOrO puUCKa
nporpeccunm OCHOBHOrO 3aboneBaHust MnaHupyeTcs
panbHeviee Habnoaexue.

YunTbiBas BLICOKYIO YacTOTy MMMYHOAEMULMTHBIX
COCTOSIHUA Yy [peTeit c nepudepnyeckuMmn T-KneTou-




KJIMHUYECKWUE HABJIOOAEHUA

HbiIMM MMd)OMaMu, 6bINI0 MPOBENEHO CEKBEHWPOBa-
Hue («uMMmyHonoruueckas» naHens) [HK naumenta
meTtogoM NGS. OBHapysxeHa MyTauust B reHe NBN B
reTepo3UroTHOM COCTOSIHMW: fefleuns 5 HykneoTunos
€.657_661del(TTTGT), uTo nosBonsieT 3anofo3puTh Y
pebeHka Hanmuuue npepLlecTBYOLLEro MMMyHooedu-
LUMTHOrO COCTOSIHMS, CMOCOBCTBOBABLUEr0 Pa3BUTUMIO
MMMPOMBI.

3AKIIOYEHUE

[MonkoskHast nmaHHMKynutonofobHasi numdpoma u3
T-numdbounToB cuntaeTcs 3abonesaHnem ¢ bnaronpu-
ATHbIM MporHo3oM. O6LLas BbIKMBAaEMOCTb NaLMEHTOB B
TeueHve 5 neT — okono 91% npu ycrnosun oTCyTCTBUA
reMocharoumntosa [6, 14-16]. OcHoeHasi npobrnema
3TOM MaTonoruM — OTCYTCTBME EAMHON TaKTUKM Tepa-
MU 1N KOHLENUMU KOHTPONs ee 3dppeKTUBHOCTH, 0By-
CMOBMEHHbIX PEAKOCTbLIO 3ab0neBaHns B BETCKON Nony-
nAumumn. CTtapToBOM Tepanven B BONbLUMHCTBE Cry4Yaes
no-npesxHeMmy octaetcs nonuxumuotepanua CHOP;
OTBET Ha neyeHue onpenenseT AanbHENLLYI0 ero Tak-
TUMKY. HO eOMHCTBEHHOW TaKTMKOW, MO3BOMAOLLEN AO-
CTUYb CTOMKOW peMuccun, ocobeHHo B crnydyasx ped-
PaKTEepHOW MU PELMAMBHON OMYXONN, Ha CErOLHALLHMNA
OeHb OCTAeTCA annoreHHas TpaHCcnnaHTaums reMonoa-
TUUECKUX CTBOJIOBLIX KNETOK [22, 23].

PaccMOTpeHHbIN KIIMHUYECKWUI NpUMEp LEMOHCTPU-
PYeT BCE CIIOMHOCTU ANArHOCTUKU U BEAEeHUsI BOMbHbIX C
[AHHOMN NaToNorMen 1 NOATBEPKLAET MHEHME O TOM, YTO
TPaHCMMaHTaUWsi reMono3TUYECKMX CTBOJSIOBbLIX KI1IETOK
— EOVMHCTBEHHO BO3MOMKHAasi TaKTUKA BedeHUs feTen ¢
TakMM OMarHo30M, yUnTbIBas, YTO PA3BUTUIO 3TOrO TUNa
NMMCPOM MpefLUecTBYIOT CUCTEMHbIe 3aboneBaHus unm
NnepBUYHbIE UIMMYHOLEOULIMTHBIE COCTOSIHUA, YTO Bonee
XapaKTepHo st 6oMbHbIX NegMaTpuUYeckom rpynnbl.

[lanbHenwne uccnepoBaHuss B aToM obnactu Ha-
npaBfieHbl He TOSIbKO Ha MOUCK NyYllein LMTOpeLyKTMB-
HOW TaKTWKM N1 LOCTUMEHUS peMuccum 3aboneBaHus,
HO U Ha JeTasibHYI0 MEPBUYHYIO AMArHOCTHKY, B TOM UMC-
e MONEKYNAPHO-TEHETUYECKYIO, C LeNblo MOUCKa Ae-
heKTOB UMMYHHOW CUCTEMBI.

UCTOYHUK ®UHAHCUPOBAHUA
He ykasaH.

KOH®JIUKT UHTEPECOB
ABTOpbI CTaTbW MOATBEPAMNM OTCYTCTBME KOH(PIMKTA MHTEpPECcOoB,
0 KOTOPOM HeobxoanMo COoBLLUTD.
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