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Tlookoxcras nannukysum-nodobuas T-kaemounas aumehoma (I1ITTII) — pedkas onyxons u3 3peasvix yumomoxcuueckux off T-aumghoyumos,
KOmMopasi NepeuvHo nopajicaem NOOKONCHYIO JHCUPOBYIO MKAHb U UMeem Mop@osocuueckue nposéaeHus, HanOMUHAWUE NAHHUKYAUM.
Yacmoma ITIIT/ cocmasnsem menee 1 % 6cex HexX00UCKUHCKUX AUMPOM, 6CMPEHAeMCs 80 6CeX 803PACMHbIX 2pynnax, moavko 19—20 %
cocmasasiom navuenmot Maaduwe 20 aem, meduarna eozpacma 35—36 aem. Y demeii onucanvl auuty eOuHu4Hwle cay4au. B dannotli cmamoe
npedcmaenenst 3 cayuas [T y 6oavnoix 1, 10 u 17 nem ¢ munuuHbIM KAUHUMECKUM CUMRMOMOKOMNACKCOM U NOOPOOHBIM OUaeHOCmU-
YeCKUM AHANU3OM.
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AugepamusHble 3a601e6aHuUs y Oemeil, AUMPOMA KONCU U NOOKONCHOU HCUPOBOT MKAHU, NAHHUKYAUM
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Subcutaneous panniculitis-like T-cell lymphoma (SPTL) is a rare tumor from off mature cytotoxic T-lymphocytes, which primarily affects
the subcutaneous adipose tissue and has morphological manifestations similar to panniculitis. SPTL frequency is less than 1 % of all NHL.
It occurs in all age groups, but only 19—20 % are patients younger 20 years. Median age of patients is 35—36 years. To date are only a few
cases in children described. In this article we described 3 SPTL cases in patients 1, 10 and 17 years old with typical clinical presentation and
detailed analysis.
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Bsepnexue

IlonkoxHasi NaHHUKYIUT-NIOAOOHasi T-KjeTouHast
mmmpoma (ITITTJI) — penkast OImyxosb U3 3pEJIbIX IIUTO-
Tokcnueckux off T-numdbonuutos, KoTopast IepBUYHO MO-
paxaeT MOAKOXHYIO KMPOBYIO TKaHb 1 IMeeT MOPGhOI0-
rMYECKUe ITPOSIBIIEHUsI, HAaIlOMUHAIOIINE IMaHHUKYIUT
[1—3]. Yacrora ITIITJI cocraBnsier meHee 1 % Bcex He-
XOJKKMHCKUX TMM@OoM [3], BcTpeuaeTcs BO BCeX BO3pacT-
HbIX Ipymmnax, ToJbko 19—20 % cocTaBisioT MalUeHThI
maamie 20 set [2, 4], Mmeanana Bo3pacra 35—36 et [1, 4].

IIITTJI 6bL1a BbIAENIEHA B OTACIbHYIO KATETOPUIO TIe-
pudepnuecknx T-KIeTOYHBIX TUM(POM B KitacCUUKALAN
BO3 u ximaccudukanum EBponeiickoit opraHU3auu uc-
caenoBaHus u iedeHus omyxoieit (EORTC) [5] B paznerne

«TIepBUYHBIE KOXHBIE TUM@OMB». KieTku num¢oMbl
umeoT ¢eHotun off T-xinetok — CD3*/CD8*, CD4~/
CD567[1, 2, 5].

Jo xonua 80-x rogoB 60abpmMHCTBO ciydaeB TTITTJI
KJIacCU(PULIMPOBAIIN KaK 3JT0Ka4eCTBEHHBIN THCTUOLIUTO3
WU TUCTHO-LMTOMarouTapHblii TaHHUKYIUT [6, 7]. TTo3-
K€ TIOSIBIJIMCH COOOIIIEHUST, YTO 3TOT BapMaHT ITAHHUKY-
JINTA TIPEACTaBICH MOHOKJIOHAIBHBIMU T-KJIETKaMHM, 4TO
JIOKa3bIBAJIO €T0 IMM(POIUTAPHYIO IIPUHAIJIEKHOCTS [3].
B 1991 . C.L. Gonzalez et al. ormcanm 8 ciay4aeB 3a0oJie-
BaHUS, 0XapaKTEePU30BaB UX KaK MEPBUIHO-TTOTKOKHYIO
T-kneTounHyio TMMGOMY, aCCOLIMUPOBAHHYIO C reModaro-
muTapHbiM cuHapomoM (I'DC) [8, 9]. B mampHelimem
IIITTJI kak 3aboneBaHue, TpeOyIollee TOMOJIHUTEIbHBIX



FEMOBJIACTO3bl: AUATHOCTUKA, NEYEHWUE, CONPOBOAUTEJIbHASA TEPANKUSA

HCCIIeI0BaHMI, ObUIa BHECEHA B peecTp KilacCu(UKaIluN
REAL, a B knaccudpukauuio EORTC B pasmen KOXHBIX
mMmbpom. B knmaccuduxanmio BO3 TIIITJI onima cpasy
nmobaBJIeHa KaK M30JIMPOBaHHAS HO30JI0TH4YecKas (popma.
K 2008 r. B xmaccudukanuu BO3 TIITTJI Bkiouana
(enorumnsl ofy u 6 T-kerok [8]. Ha naHHBIN I MOMEHT OI1-
pemesieHbl YeTKHe (heHOTUITMIECKNE, MOP(OIOrnIeCcKre
U KIMHWYECKUE pazuuus Mexnay JumdbomaMu c of
U yd T-KJIETOYHBIMU PELIENITOPAMU, YTO JIETJIO B OCHOBY
BBIICJICHUS X B CAMOCTOSITEIbHBIE HO30JI0TUIeCKIEe (hop-
MmH [1, 2, 10].

Knunuyeckas Kapmuna

Y 19-20 % mnatumenros ¢ ITT1TJI HaGnromaroTcst mpe-
IIECTBYIONINE ayTOMMMYHHEBIE 3a00JIeBaHMUST — CUCTEMHAasI
KpacHasl BOJIYaHKA, IOBEHWIbHbBIA PEBMATONUIHBIN apTPUT,
6one3nsb lllerpena, 6onesnb Kukyun [2, 4]. ¥ HeKOTOpBIX
MMAIleHTOB CUCTEMHAsI KpacHasi BOJIYaHKA C JIFOITyC-TIaH-
HUKYJIUTOM ObLIa BbIsiBIeHAa ofHOMOMeHTHO ¢ TTITTII [2].
Hpyrue aBropsl coobmaiot o pa3suruu I[IITTJI Ha done
UTATEJTHHO TEKYIIIETO BOCITAIMTEILHOTO ITAaHHUKYJUTA [7, 9].

Knunuuecku 3a6oieBaHuE TTPOSIBISIETCS B BUAE MHO-
JKECTBEHHBIX, pexXe — B BUJIe €AMHUYHBIX, Yallle 6e3001e3-
HEHHBIX, 3PUTEMATO3HBIX ITOJKOXHBIX OITYXOJIEBBIX Y3JIOB
WIN OJISIIIEK, KOTOPBIe OOBIYHO HEe MMEIOT M3bSI3BICHUIA
W pacIoaraloTcs IMPEeHMYIIECTBEHHO Ha KOHEYHOCTSIX
U TYJIOBUILE, pexXe — Ha uiie [1, 2, 4, 11]. JluameTp omy-
XOJIEBBIX y3710B BapbupyeT oT 1 mo 20 cMm [4]. OnucaHbl
clIyJay CIIOHTAaHHOM perpecCuy OTAEIbHBIX OITYyXO0JIeBbIX
Y3JI0B, KPYITHBIE TTOAKOXKHBIE Y3JIbI MOTYT HEKPOTU3UPO-
Batbed [2]. TTopaxkeHHBIE OITYXOIbIO YUaCTKU KOXUA UMEIOT
Hecrenuduyeckre Mpu3HaKy MaHHUKYJINTA, MOTYT Ha-
IIOMUHATh KaK HOAO3HYIO 9pUTEMY, TaK U BOJTYAHOUHBII
MMAaHHUKYJIUT WIA HeclenuduIeckue ITaHHUKYIUTHI,
0003HaYeHHbIE B 3apy0exKHOI INTepaType KaK «100poKa-
yectBeHHBIe». [1o manueiM EORTC, cpenu 63 manueHToB
¢ [IITHy 37 (59 %) GbL1K BhISIBIEHBI B-CUMIITOMBI — IT€e-
peMeXaroIIasics JIMXOpaaKa ¢ IOBBIIIICHUEM TeMITepaTyphl
tesa 10 38,0 °C, «IIpONUBHBIM» IIOTOM, IIPEUMYIIECTBEH-
HO HOYKIO, M TToTepeit Macchl Tea [4, 7]. boinbHBIE Kpac-
HOI1 BOJTYaHKOM BXOIAT B TPYIITYy pUCKa Pa3BUTHUS TeMa-
TOJOTUYECKUX 370KAYECTBEHHBIX 3a00JIeBaHUiIl, B TOM
YUCJIE TOKA3aH PUCK MEPexosa BOJYaHOUHOIO NTaHHUKY-
suta B IITTJI [7]. Penko HabGmonaeTcst AMCCEMUHUPOBAH-
Has ¢popMa ¢ TTopaxkeHrueM JTUM@aTUIeCKUX y3JI0B U Ipy-
TUX OpTraHoB. B uTeparype ommcaH ciydait OIyXoju, Ipu
Kotopoit atunuuHble kjaeTku I[IITTJI ObuM BBISIBIEHBI
B niepudepuiaeckoit KpoBu. [1o JaHHBIM TPYIIIHI IO U3Y-
yenuto I1ITTJI, Bpems oT nepBbIX MPOSIBIACHUI 00e3HU
IO YCTAHOBJIEHHSI TMarHo3a B CpeTHEM cocTaBisieT 7 Mec [4].

Mopthonorus noaKoxHol naHHUKYNUM-nofo6Hoi

T-KnemoyHoii nuMthombl

OnyxoJieBblii MH(PUIBTPAT BOBJIEKAET TMOJKOXHYIO
XKMPOBYIO TKaHb C COXpaHEHUEM COCOMHUTEIHbHO-TKAH-
HBIX CETIT, KaK MPaBWIO, MH(PMIBTPALIVS IEPMbI M SITUIEP-
MHCa OTCYTCTBYET WUIM BhIpakeHa MUHUMabHO [1, 5, 6].

ILluTonornyeckue xapakrtepuctuku sjemeHToB I[IITTJI
BapHraOeJIbHBI, KJICTKH OITyXOJIM MOTYT OBITh IIPEICTABIIC-
HBI aTUIMMYHBIMUA MEIKUMH KJIETKaMH ¢ 00OIKOM IIpO-
3pavyHOil IIUTOIIA3MbI WJIH XK€ KPYITHBIMU OITyXOJIEBBIMU
KJIETKAMU C TUIEPXPOMHBIMM SIpaMM HeTpaBUIbHOI
dopmel [5, 6]. BakHBIM IMarHOCTUYECKUM KPUTEPHUEM
SIBJISIETCST (POPMMPOBAHME OIMYyXOJICBBIMU KIIETKAMU «KOJTb-
11a» BOKPYT OTAEJBbHBIX aIUIIOIUTOB, TaK Ha3bIBaeMbIil
«pUMMUHTI» (rimming). Heoractuyeckre KIETKH, OKPY-
JKAIOIIMe OTAEIbHBIC aIUITOLNTRI, MMEIOT CKYIHYIO, eIBa
3aMETHYIO IIMTOILIAa3My, KPYITHOE SIAPO, comaepKaliee
ribioyaThiii xpomatud [1]. g IIITTJI xapaktepHo Ha-
JINYMEe TIPUMECH OOJIBIIOrO KOJMYECTBA THCTHOIIWTOB,
0COOEHHO B oYarax JIeCTpyKLMU XXKUPOBO# TKaHU. [iucTro-
LIUTHl BaKyOJU3UPOBAaHBI BCJICICTBHE ITOLJIONICHUS JIM-
nuaHoro Martepuana [5]. B oToeabHBIX, peaKUX cydasix
TIITJ ructrnounThl (GOPMUPYIOT I'PaHYJIEeMOITIOOOOHbBIE
ctpykTypsl [1]. st 6onbirHcTBa ciaydaeB ITITTII xapaxk-
TepHBI (DOKATbHBIC HEKPO3bI M KAPMOPEKCHUC, C OOIBIITNM
KOJIMIECTBOM aKTUBHBIX MaKpoGaros, B IIMTOILIaA3Me KO-
TOPBIX OIIpeleisieTcsl KJIIeTOUHbI! neTpur [1, 5]. Apyrum
XapaKTEePHBIM IIPU3HAKOM SIBJISIETCSI OTCYTCTBHE KJIETOK
PEaKTUBHOTO OKPYKEHMS, B YACTHOCTH TUIA3MATHIECKIX
KJIETOK, KOTOPBIC B OOJIBIIIOM KOJIMYECTBE BBISIBIISIIOTCS
IIpY BOJIYAHOYHOM ITaHHUKYINTe. Bo MHOTHMX cCirydasx
MOXKET HAaOMIOIAThCS COCYAMCTAst MHBA3MsI, YaCTO aCCOLIM-
MpOBaHHAsS C oyaraMu HeKpo30B [1]. Dpurpodaronuros
B IOIKOXHBIX OITYXOJICBBIX MH(UIBTPATaX BBISIBIISIECTCS
penko [1].

UmmyHodheHomun

OnyxoneBwie kinetku npu [IITTJI umeroT ¢peHoTU
3penbix off T-CynpeccOpHBIX KJIIETOK, TUIUYHA KCITpec-
cust CD3*, CD8", BF1" (uenoBeueckuit T-Ki1eTOYHBIH
peuentop BF1) aHTUTEHOB, TTPU ITOM OTTYXOJIEBbIE KIIET-
ku CD4-neratuBHbl. LluToTOKCHMYeCcKMe OeNKU, TaKUe
Kak granzyme B, perforin, TiA (T-xieTouHbIil BHYTPH-
KJIETOYHBI aHTUTCH), IPUCYTCTBYIOT B OOJIBIIMHCTBE
cliygaeB. XapakTepHO OTCyTcTBHe 3Kcmpeccuu CD30
n CD56, a Takke OTCYTCTBME KOSKCIIPECCUU aHTUTEHOB
CD4 u CD8; B nutepartype onvcaHbl eIMHUYHEIE CIydan
CD4*/CDS8* IIIITJI. He BersiBnsiercss LMP. Mcmons3yst
meron SISH (silver in situ hybridization) c 3oamom EBER
HHU B OMHOM M3 U3BECTHBIX ClTydyaeB 3a00IeBaHUS HE ObI-
JIO BBISIBJIEHO KOTIMIA TeHOMa Bupyca DmmTeiiHa—bapp
[1,4-7].

MonerynApHas reHemuxa

B 6oabimHcTBe caydaes [TITTJI BeisiBlIeHa KJIOHAJIb-
Has repectpoiika T-kiaeTouHoro peuenropa [6, 8]. Ha
JMAHHBIII MOMEHT CIeIN(PUICCKIX TEHETUYECKIX HapyIIle-
Huii, xapakrepusytomux [II1TJI, He BbIsIBIeHO. OTIHE-
JIBHBIC aBTOPBI COOOIIAIOT O HATMINU JOTIOJTHATEILHOTO
Marepuajia KOpOTKOro Iwieda 2-it u 4-ii (gain 2q, 4q),
U TIOTEPH TEPMUHATBHBIX YYaCTKOB KOPOTKOTO Ijieya 1-i
1 2-#1 XpOMOCOM M JUIMHHOro ruteda 11, 12, 16, 19, 20
u 22-i1 xpomocoMm [7, 9—11].
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DudthepenuuanbHblii QuarHo3

OrnpeneseHHYIO TPYIHOCTb COCTaBIIsIeT nuddepeHIIm-
aJIbHBIN IMArHO3 C BOMMAHOYHBIM MAHHUKYJIUTOM, TaK KaK
0ba mpollecca KIMHWYECKA HAYMHAIOTCS C IOSIBICHUS
IMOIKOXHBIX Y3J710B. ITaroMopdoaornieckue nposiBIcHUS
TIITTJI 1 BoTyaHOYHOI'0 MAHHUKYJIUTA TaKxKe UMEIOT He-
KOTOpPBIE CXOJCTBA, TaKMe KaK TUMGbonIHAass NHOUIBTpa-
1IYS U IETEHEPATUBHbBIC NU3MEHEHMUS TTIOJKOXHOMN XKUPOBOU
TKaHU, 0COOCHHO Ha MO3MHUX CTAIMSIX ITaTOJIOTHUIECKOTO
mpoirecca. Ho ecinu mj1s BOT4aHOYHOTO MAaHHUKYJINTA Xa-
paKkTepHO HAIMYKMe OOJBIIOTO KOJIMYECTBA IUIa3MaTHIe-
CKMX KJIETOK B BOCITAJINTEIBHOM MH(UIBTpaTe, TO MPHU
IIITTJI mia3zmaTtuyeckue KJIeTKU OTCYTCTBYIOT. dpyrum
nuddepeHIMATPHBIM IIPU3HAKOM BOJTYAHOYHOTO ITAaHHM -
KyJIUTa SIBJISIETCS HAJIMYME arperaroB B-imMbonuToB,
nHoraa ¢ GopMUpoBaHUEM HEOOJBIITNX TePMUHATUBHBIX
LICHTPOB, KOTOPBIC PACIIOIATaIOTCs OJIMKe K TUIIOAEPME
win K ¢GHUOpPO3HBIM pa3meluTeSbHBIM cenTtam. Cpemn
B-k7etok nuMeeTcsa npuMech T-TMMGOIUTOB ¢ TTPpUOIH-
3UTEJIBHO paBHBIM pacIpenesieHNeM KIETOK C (peHOTHIIOM
CD3/CD4- u CD3/CDS8-mo3utuBHbIX T-TMMGOLMTOB.
XapakrepusiM npuzHakoM IIIITJI sBasercss peHOTUIT
omyxojieBelx T-muMmbpoumToB CD3*/CDS8*. Ilpu Box-
YaHOYHOM NaHHUKYJIWUTE peaKTUBHBIC T-KICTKH MOTYT
WMETb CXOTHBIM MUMMYHOGhEHOTHII, OMHAKO ITpoardepa-
TUBHASI aKTUBHOCTD B IIOCJICAHEM Clydyae MUHHUMAaJIbHA.
OngHUM 13 BaXKHBIX 11 depeHIMaTbHO-IUaTHOCTUYECKIX
KPUTEPUEB SIBJISIETCS (POPMUPOBAHUE «PUMMUHTA» BOKPYT
OTHIEJbHBIX AIUIIOLMTOB C BBHICOKMMM II0Ka3aTeISIMU
skcnpeccuu Ki-67. M, HakoHell, KIIOHAJIbHAST TIEPECTPOIA-
ka T-KJIeTo4yHOro penenTopa IOATBEPXKIACT IUATHO3
MIITTI [7].

JuddepenumanbHasg IUarHOCTUKA IIPOBOIUTCS
u ¢ npyrumu KoxkHbeiMU T/NK-keToursivm mmdoMamu,
MMPOTEKAIOMMNMHU C IIOpaXKeHUEM ITOIKOXHO-XKHPOBOit
KJICTYATKH.

B peakux ciayyasix B BUae MMaHHUKYJIUTO-MOAOOHOIO
oyara MoXeT MaHU(bECTUPOBATh I'PHUOOBUIHBINA MHUKO3
(I'M). Ho omyxonessie kitetku I'M skcripeccupyior CD4
B otainume ot III1TJI, rae omyxoseBbie KJIIETKU UMEIOT (pe-
HOTHIT IUTOTOKCHYECKUX T-TMMQOIINTOB 1 KCIIPECCH-
pytor CD8 (uckmoueHue coctaBistor ciaydan ['M ¢ de-
HotunoM CD4-/CD8-umu CD4-/CD8*). McciaenoBanue
HECKOJIbKMUX (pparMeHTOB M3 HECKOJBKIX 0YaroB Mopaxke-
HHUS KOXH OeJlaeT BO3MOXHBIM IIPaBUJIBHO KiacCU(U-
LIIPOBaTh TaAKOE€ HOBOOOpa3oBaHue, Tak Kak npu I'M mo-
paxeHHe ITOAKOXHO-XHPOBON TKAaHM HE SIBJISIETCS
OCHOBHBIM IIPOSIBJICHHEM TIPOLIeCCa, 3a4acTyIO OIpeaess-
I0TCS1 ¥ IpyTre UH(MUIBTPATHI B AEPME WU B ATTUIEPMHUCE.
Koxnast y6 T-xnerounast tumgoma MOXET TOXOIUTh Ha
IIIITJI, ogHako, HapsAy ¢ MHPUIBTpaLMeil MOIKOXHO-
KMPOBOH KIIETYATKH, TIPU 3TOM UMEETCSI MH(PUIBTpALIIs
IIepMBI 1 dnuaepMuca (04eHb YaCTO ¢ IPU3HAKAMM DITH -
JIEPMOTPOIU3MA), KJIETKU OITyXOJIM HeTaTuBHHI K off T-Kkite-
TOYHBIM MapKepam U He 3kcrnpeccupyrot BF1, nmpu atom
skcnpeccupyercss CD56. Cnenyer npoBoauTh suddepeH-
manbHbIi quarao3 ¢ NK/T-kieTouHoi Ha3aIbpHO TMM-

domoii, 151 Hee XapaKTepHBI CISAYIOIINEe MAKPOCKOIIH-
YecKue IIPU3HAKK: MACCUBHOE MOpaXXeHHUE IepMbl, MTHOTIA
BMECTE C SMUAEPMUCOM; IMO3UTHMBHAasI 3Kcrpeccuss CD56;
MO3UTUBHBIN CUTHAJN BUpyca DmiureiitHa—bapp B sapax
KJIETOK, BBISIBJISIEMbIiI METOJIOM ix Sifu TUOPUANU3ALIUU 30H-
nom EBER; oTcyTcTBMEe MOHOKJIOHAJIBHOM MEPEeCTPOMKU
T-xnerounoro peuentopa. ITpu mogkoxHbex CD30-110-
3UTMBHBIX aHaIJIaCTUYeCKUX JuMdomax nuddepeHIn-
aJIbHBIA TMAarHO3 OCHOBBIBACTCS HA HAJIMYMKM KPYITHBIX,
yacTo aHaruiasupoBaHHBIX CD4-TTO3UTUBHEIX OMMyXoJie-
BBIX KJIETOK, Koakcnpeccupyommux CD30, omHako cieny-
€T IIOMHUTH 1 0 apyrux T- wiu B-mmmdomax, skcmpec-
cupyronimx CD30, HarrpuMep Takux, Kak neprudeprueckas
T-xnerouHast ntuMdoma UIu ITopakeHue KOXKU pu Jud-
¢y3HOIT KpynmHOKIeTouHOI B-KkiteTouHoit mumdpome [2, 7].

JleyeHue u npor1os

IIpornos npu III1TJI oTHOCUTENIBEHO XOPOILLUA, eCin
He pa3BuBaeTcs ['DC, 119 KOTOPOTo XapaKTepHO KpaitHe
arpecCMBHOE KJIMHUYecKoe TeueHue. [TaruneTHsst obias
BbIKMBaeMOCTh 00J1bHbIX TTTTTJI cocraBisieT okosio 90 %
6e3 1 ToJbKO 46 % npu Hanuuuu ['OC cOOTBETCTBEHHO
[12]. OnHako, Kak ¥ NPy APYTMX MHAOJEHTHBIX JTMM(O-
Max, TOBOPUTH O ITOJTHOM H3JICUCHUM HEBO3MOXHO, TaK
Kak 00JIe3Hb PELMANBUPYET JaXKe MPU ITO3THUX CPOKax
HabmoneHus. B caydae e mMHMYHBIX KOKHBIX ITPOSIBJICHUI
IIITTJI 6e3 IT'PC pekoMeHIOBaHBI CUCTEMHBIE CTEPOUIBI
WIX APYTYC BUIBI MMMYHOCYIIPECCUBHO Teparmuu (1K~
JioctiopuH, ukinodocdan). Takke y TaKUX OOJTbHBIX IS
JTOCTVKEHUS ITUTEILHOM PEMUCCUU TIPUMEHSICTCS JTyde-
Bast Teparus. [Tonmuxumuorepanus (ITXT) pekomenmyer-
csI TOJIBKO B CJIy4ae MPOrpecCuu, OTCYTCTBUU OTBETa Ha
WHUIMAJIBHYI0 UMMYHOCYIIPECCUBHYIO Teparuio W IpU
comyrcrBytomeMm T'DC [12]. B 3Tux ciydasx mmokasaHo
IMpUMEHEeHNE aJIZIOTeHHOM TPaHCIUTAHTALIMU FeMOIIO3TH-
YeCKMX CTBOJIOBBIX KJIETOK C XOPOIITUM 3(P(PeKTOM.

CoGcmeenHbie HabnopeHusA

Huarno3s ITITTJI ocHoBbIBaIM Ha KOMOMHALIUYM KJIM-
HHUKO-J1a00paTOPHBIX JAHHBIX U ITATOMOPHOIOTMIECKOTO
KUCCIEN0BaHUS OMONTaTa KOXHW W MOJKOXHO-XXUPOBOM
TKaHU ¢ 00sI3aTeIbHBIM MMMYHOTHCTOXUMUYECKUM HC-
CJICIOBaHHEM.

RnuHu4yecKue gaHHbie

Ilayuenmra b., 17 rem. Arnepeosoeuneckuil aHamues He
OMs20WeH, CONYMCMBYHUUX AYMOUMMYHHbIX 3a001e6aAHUI
He 6bL10. B 603pacme 16 aem nosguaocs nepeoe onyxonesuo-
Hoe no0K0JICHOe 00pazoeanue 6 1e6oll NOSCHUYHOI obaacmu,
be30o0ne3HeHHoe, 6e3 usmeHenus usema koxcu. Yepes 5 mec
npoussedeHo xupypeuueckoe uccevenue oopaz0e8aHus, uc-
monoeuteckoe uUccaedosanue He NPoeoOUNOCh, KAUHUHECKU
nocmaener ouaeHos — gubpoaunoma. Yepes 2 mec nocae 6boi-
WeonUCanHOIl onepayuy Nos8UAUCh N000OHble 00pa308aHuUs
CHA4aNa HA 8ePXHUX, 3ameM Ha HUXICHUX KoHeyHocmsax. TIpo-
uzeedeHa 6uoncus 00H020 U3 Y3108, NPOGEdeHO 2UCMON02U-
yeckoe uccaedosaHue, NO pPe3yabmamam Komopozo Obia
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nocmasnen duaenos IIITTI. Y nayuenmru 6visigreHvl MHO-
JcecmeeHHble NOOKOJNCHble, 004e3HeHHble Npu NAAbnayuu
V31bl 8 ROSCHUMHOU 001acmu napagepmeotpansbHo OUaMempom
1 cm, 6 HUdICHETl Mpemu 1e6020 naeHad, HA HUNCHUX KOHeHHOC-
msx, 6 2200uuHol obaacmu. B npoexyuu onyxonesvix y3noe
Koca cuniowHas. Boinoaneno noemoproe eucmonocuyeckoe
pegbepenc-uccredosanue, duaeno3 IIIITII nodmeepicoen.
Tucmonoeuueckas kapmuna npusedena Huice.

B Hacmoswee eépems nayuenmka nosyuaem JedeHue
¢ xopowium 3¢pgpexkmom nocne Kypca cmepoudos ¢ dobasae-
Huem yuxaochopura A.

Ilayuenm K., 10 sem. XKanrobwvr npu nocmynienuu Ha
He3a)CcUsaouy paHy npasoil 1200Uybl, MHONCECHEEHHbLE
IKXUMO3bL @ MeCmax unsekyuil. M3 anamnesa uzeecmno, 4mo
nayuenma ae4uau no no8oody AapUHeOMmpaxeuma, 0OHOKpPAm-
HO GHYMPUMDbLUUEHHO Obll 66€0eH UeMPUAKCOH, Nocie 4e2o
6 NPOeKUUU UHBEKYUU 8 001acmu nPasoil 5200Ulbl NOABUAOCH
nodkoxcroe yniomuenue. Hanpasumenvnolii duaenos —
NOCMUHBEKYUOHHDBLI UHGUABMPaAm npaesoil seoduypt (puc. 1).

Pebenok noayuan anmubaxkmepuanvroe neverue 6e3 sghpex -
ma. Obpazosarue 06bL10 BCKPLIMO, 0OHAKO 0MOeNAEMO20 He
N0AY4eHO, Ha3Ha1eHa usuomepanus. 3aicueieHls paubl He
npoucxoouno, y nayuenma nos8uaacs cyoghebpusbHas Auxo-
padka ¢ nodsemamu 00 pedpUNbHBIX YUPDp, nemexuanbHble
KpogousausHus Ha Koxce. Ilpu nocmynienuu ommeuena ee-
namocnaenomeeanus. Boisgaen evipaxncennviii [DC. Bvinoa-
HeHa Ouoncus o0paszosanus, nocmaened duaero3 IITITIIL
Pebenox noayuun cucmemuyro unmencueuyio I1XT ¢ epemen-
HbIM NOAONCUMENbHBIM N0KAAbHBIM d(pexmom, o0Hako TDPC
He kynuposan. Ilocae 2-e0 kypca IIXT, He oka3asuieco 603-
delicmeus Ha OCHOGHOe 3a004e6aHue, NAUUEHM, HAX00UB-
wiuiics OaumenvHoe 8pems 8 YUMmoneHuu, ymep om cenmutec-
K020 WoKa.

Iauyuenm 4., 1 200. B uione 2012 2. nossuaucs nepgoie
CUMNMOMbL 3a001e6aHUS 8 8UOE CAUBARUUXCS NOOKOINCHBIX
V3108 Ha npaeoli wexe. [layuenm Haba00acs Xupypeom no
Mecmy HCumenbcmea ¢ OUAeHO30M «pAeeMOHA 1eB0l eKu»,
noay4an aHmubaxmepuanvryio mepanuio 6e3 sgpgpexma. Ye-
pe3 Mecay Nos8ua0Ch, NOOKONCHOE YHAOMHEHUe NPAasoeo nie-
ua, 6bL1a NPO00AJNCEHA AHMUOAKMEPUANLHAS MEePanUsl, NPo-
U36e0eHo dpeHuposarue oopazoeanus NPasoil ueku, 0OHaKo
omdensemoeo He noay4ero. Iloseunace cyogebpurvnas au-
Xopaoka ¢ nepuodudecKuMuU nNoosemMamu memnepamypsl me-
Aa 0o ebpunvHbix yugp. Boiseaeno Hosoe nodkoicroe yano-
6oe obpazoearue duamempom 0o 1,0 cm Ha eHympeHHell
nosepxrocmu bedpa, eenamocnieHomezanrusi. 1eaxcovt 6v.10
BBINOAHEHO 2UCMOA0cUYecKoe UccAedoganue 00pa3o8anus
WeKu, 3aKaiouenue — (reeMona, eaHePeHO3HbIL CIoMamum,
0nyx01e6020 pocma He éviseneHo. Ha momenm nocmynaenus
6 CNeyUalUu3uUpOBanHblll CMayuoHap y 60abH020 ObLAU MHO-
JcecmeeHHble NOOKOJCHble 04aeU Ha npaeoll uleke, Ha A0y, Ha
Oedpax, naewax, ChuHe, JHCUBOMe, OMEUHOCMb 8eK, 2eNamo-
cnaeHomeeanus (puc. 2). Knunuueckuii 0uaeHo3: NAQHHUKY -
aum, ougghysnas gopma (e oupgheperyuanvHolii duaeHo3

"l e T e
-

Puc. 2. Ilayuenm 4. Onyxonesoe nopaicenue NOOKOICHOU HCUPOBOU MKAHU NPABOL NOA0BUHbL MUYA, HANOMUHARUee greeMOoHY (00 neveHUs)
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8KAOHeHbl naHHuKyaum Bebepa, eucmuoyumo3s uz Kaemox
Jlaneepearnca). Boinoaneno eucmonoeuueckoe U UMMYHORUC-
moxumuteckoe uccaedogatue uz npedocmaeneHHulxX napagu-
Hoebix 010K08, duaenos ITIITII. B nacmosuwee pems nayu-
eHm noayuaem Ae4eHue C GblPANCCHHOU NOAOICUMENbHOU
JuHamuKoil nocae Kypca cmepoudog, Hu3K0003HOU XUMUO-
mepanuu u YUKAOCHOPUHA.

Mopdonoruyecrasn KapmuHa u UMMyHotheHomun

MuKpocKonM4YecKy BO Beex 3 cirydasx Obljia cxoxast
Mopdoiornyeckast KaptuHa. KieTku oImyxoin pacmosa-
raJiuCh M30JIMPOBAHHO B ITOAKOXHOM XWPOBOM TKaHU,
IIPY 3TOM B JepMe MHOWIBTPALUS WA MOJHOCTBIO OT-
CyTCTBOBaJA, Uv Obla MPEeACTaBIeHA B BUIE €AMHUYHBIX
MEPUBACKYJISIPHBIX arperatoB, JOKaIW30BaHHbIX B TU-
monepme. Bo Beex 3 caydasix amuaepMuc ObUT MHTAKTEH,
HabJiloganach KapTMuHa YMEPEHHOro TUIlepKepaTosa,
SIUACPMOTPOIN3M OTCYTCTBOBAI. B 1 ciryyae nmencs He-
3HAYUTEIBHBINA CyO3muIepMaabHbIE MH(UIBTPAT, CO-
CTOSIIINI M3 PEaKTUBHBIX KJIETOK. OIyXojieBBIe KICTKHU
pacnpoCTpaHsSUIMCh Ha NOJbKU XXMPOBOW TKaHU, BO BCEX
3 WccIemoBaHUSIX MPUCYTCTBOBAIM TPYOOBOJOKHUCTEHIE
VTOJIIEHHBIC CEITHI (pHC. 3a, 6). OU4aroBbIit HEKPO3 OITY-

XOJIEBOI U XKMPOBOI TKAHU BbISBIEH B 2 ciaydyasx. Kie-
TOYHBIE 3JIEMEHTBI OIYXOJIM PACIIONATAINCh MEXIY XKH-
POBBIMM KJIETKAMM, OKpYKasl MX T10 KJICTOYHOI MeMOpaHe,
(hopMUPYsT KOJIBIIEBUIHBIE CTPYKTYPHI («PUMMUHT») (pHC. 32).
KieTku KpymmHOro v CpemIHero pa3mMepa, ¢ IIepHO-11-
TOIUTa3MaTUYECKMM COOTHOILIeHHEM 2:1, B HEKOTOPBIX
MpocjexX1BaeTcsi HeOOJIbIION 000J0K IPO3pavyHOi LU~
TOILIa3MbI. fAapa moauMopdHbIe, ¢ KOHIEHCUPOBAHHBIM,
0a30(pMIBHBEIM XpoMaTUHOM. B 1 ciayyae BU3yanusupo-
BaJINCh (DOPMUPYIOIINECS TPaHyJIeMAaTO3HbBIE CTPYKTYPHI.
Bo Bcex cirydasix cpemy OImyXoJIeBBIX KJICTOK BU3YaIU3H-
POBaJINCh «pa3dpocCaHHBIe» TT0 BceMy MH(MUILTPATY MU-
TO3bI, anmonToTudeckue Gurypbl. Cpenn OKpyXKalolux
OTIEJIbHBIC aIUITOLINTHI KJIETOK MHOTHE OBLIA B COCTOSI-
HUU aIloIITo3a, MEXXIy HUMHU pacIiojlarajinch Makpodaru,
aroumMTHpPYIOIINE aTONTOTUYECKUIA TeTPUT. PeakTnBHOE
OKpYXKE€HHE OBLIO IPEACTABICHO TUCTUOLIMTAMU 1 3PEJIbI-
MM MEJKUMH JTUMGPOLHUTAMU C IPUMEChIO IMHUIHBIX
503MHOGMWIOB. Bo Beex ciydasix oTMedeH BBIPaXKeHHBIN
AHTHOTPOITU3M MEJIKIX KPOBEHOCHBIX COCYIOB (puc. 36).

s onpeneneHnst (PeHOTHUIIA OITYXOJIEBBIX KJIETOK ObI-
JIO BBITTOJTHEHO UMMYHOTMCTOXUMHWYECKOE UCCIICIOBAaHME.
Bce xitetku onyxou uMenn GeHOTUIT IMTOTOKCUYECKUX

Puc. 3. Mopgponoeus ITITI. Tucmoxumuueckas OKpacka eeMamoKCusUHOM U 03UHOM: a, O — ONYX0Ae8blil UHPUALMPAM PACNOAG2AemCs 8 NOOKONCHOU
HCUPOBOLL MKAHU, OONbKU HCUPOBOI MKAHU Pa30eneHbl 2pYyO080NOKHUCIbIMU CENMAMU; 8 — KAeMKU ONYX0AU 00AA0GM BbIPANCEHHbIM AH2UOMPONUIMOM;
2 — onyxoneevle AUMPOUUMbL PACNOAALAIOMCS 0KPY2 HCUPOBBIX KACMOK, JopMUPYSI KONbUeGUOHbIe CKONACHUS («<pUMMUHe»). Pazauuumsr anonmomuyeckue

dueypot
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Puc. 4. Ummyrnogpenomun II1TII: knemku onyxoau npedcmasaenvt CD3-nozumusnoimu T-aumepoyumanmu (a), kosxcnpeccupyrom CDS, xopouio pazruuum
«PUMMUHE» KAeMOK Jcupa onyxonegvimu kaemkamu (6). Kiemku codepaicam 6oavuioe koauuecmeo yumomokcuueckux epaunyn TiA u granzyme B (8, 2).
Ikcenpeccust CD4 onpedensiemces Ha MHOMCeCMBeHHbIX ucmuoyumax u eounudHslx T-aumepoyumax (0). Knemxu onyxoau necamusnol kK CD56-anmueeny (e)

T-mumboumToB ¢ akcrpeccueir CD3 u CD8 (puc. 4a, 6)
u CD56-HeraTuBHEI (puc. 4e). B KileTkax ommyXoJjiu BbIsIB-
JIECHO OOJIbIIOE KOJIMYECTBO LIMTOTOKCUYECKUX TPaHYJ
granzyme B, perforin u TiA (puc. 46, ¢). Bo Bcex ciaygasx
ObUIM OTMEYeHBl enuHW4YHBIE 3peiabie CD3/CD4-
mo3uTuBHBIe T-muMdonuTel (puc. 40) M eIVHUIHBIC
CD20-nmo3utuBHBIe B-1MMdOLMTEI, pacoiarajonimecs
MPEUMYIIECTBEHHO B IepMe. BHyTpromyxoJjieBble TMCTUO-
LMTHI 3KcnpeccupoBaiu CD68, CD4 (puc. 40) u Macro-
phage. BaxkHBIM [711 IMAarHOCTUKY OBIIIO HAJIM4KME BO BCEX
CJIy4asix BBICOKOTO ypoBH# 3kcrpeccnu Ki-67 B omyxose-
BbIX CD3/CD8-103UTUBHBIX KJIIETKAX, OKPYKAIOIINX aIH-
IOLIUTBHI.

06cy:xneHue

TIITTJ — penkast nHmoneHTHas TMMGoMa, Jallle BCTpe-
YaloIIascs BO B3pOCIOM BO3pacTe, Clydau, OIMCAaHHBIC
y gereit, emMHUYHBLI. OTIMYUTENHLHON OCOOEHHOCTHIO
TIITTJI sBsieTCcst mopaskeHue MOJKOXHOM KUPOBOM TKAH!
0e3 BOBJICUCHUS I€PMBI, MHIOJECHTHOES KIIMHUYECKOE Te-
yenne. Mul ipuBenu 3 ciydas [TIT T y nereii 1, 10 1 17 ner.
Bo Bcex quarnos ITITTJI 6611 ycTaHOBIEH MOpoJIoruye-
CKHU C HCIOJIb30BAaHMEM MMMYHOTHCTOXUMHUUYECKOIO HC-
ciaenoBaHMs. B mepBoM ciydyae y IMaliMeHTKH OBUIO €U~
HUYHOE OITyXOJIeBOe€ 00pa3oBaHUE, MaKPOCKOIMUYECKHU
HarmoMMHamwlee abclecc, B 2 APYTUX Ciaydyasgx ObLIN
BBISIBJICHBI MHOXECTBCHHBIC ITOIKOXHBIC ITOPaXKCHMUS.

2'2013 I
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I'DC Ob1 BEIABICH B 1 ciiydae ¢ MOCIeayIOIIUMU CMep-
TeJIbHBIMU OCJIOXKHEHUSIMU, 2 IPYTUX MallMeHTa B HACTO-
SIOMA MOMEHT IIOJYYalOT JICYECHUE C IOJOXHUTEIbHON
KJIMHUYECKON TUHAMUKOM.

JnddepennmanbHasg qguarHoctuka ITITTJ 3atpyaHeHa,
TaK Kak MOp(MOI0rnIecKu OIyXojib MOXKET ObITh HEOTJIMUMMA
OT «100POKAYECTBEHHBIX» MTAHHUKYJIUTOB 1 APYIUX JIMMDO-
nponrdepaTUBHBIX 3a00JIEBaHIN, TTOPAXKAIOIINX MTOIKOX-
HYIO >KUPOBYIO TKaHb. O0s13aTeIbHBIM B TMarHOCTUKE SIBJISI-

€TCsI OLICHKA BCeX KIMHUYECKHUX U JJA0OPATOPHBIX TaHHBIX,
a TakKe TeCHOE COTPYIHUYECTBO KIIMHULIMCTOB U T1aTOJIOTOB.
B nipencraBieHHbIX HAOIIOAEHUSIX OT MOMEHTA Havaja 3a-
OoJieBaHUsI 10 YCTAHOBJIEHMS AUArHo3a MpoXoauJIo B Cpell-
HeM 110 6 Mec. B ciryyasx IMTeIbHO CYIECTBYIOIIMX Topa-
KEHUM KOXMU, ITOIKOXHO XXMPOBOI TKAHU PEKOMEHIYETCS
MpoBeieHNe 00513aTeIbHOTO MOP(OIOTMYECKOTO UCCIIENO-
BaHMSI C IIPUMEHEHUEM METOA0B UMMYHOTIMCTOXUMUYECKO-
IO 1 MOJIEKYJIIPHO-TEHETUYECKOTO UCCIICAOBAHMSL.
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