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K mannukynutam (ITH) oTHOCAT rpymniy
3a0071eBaHUi, KOTOpbIE MPOSIBISIOTCS BOCTA-
JICHUEM WM U3MEHEHUSIMU B MOAKOXHOM XH-
poBoM cioe Koxu. B knaccudukanuu [1H pas-
sunyatot: | — I1H 6e3 3HauuTeIbHBIX MOPGHOJIO0-
TMYeCcKNX TPOSIBIEHUN BacKyiuTa (A — Bocma-
JieHue neperoponok, B — nonex), Il — co 3Ha-
YUTETbHBIMA MOPMOJIOTMYECKUMU TTPpU3HaKa-
MU BacKyauTa (rmeperopoaok u posnexk) u 11 —
CMelllaHHbIe BapuaHThbl opaxkeHuii [1]. [T Mo-
XeT OBbITh NMEePBUYHBIM, 0€3 MIeHTUGULUpPYEe-
Mol mpuyuHb (6one3Hb Bebepa—Kpucuena),
WY BTOPUYHBIM. YacTbIMU BTOPUYHBIMU TIPU-
ynHamu [1H ABASIOTCS MaTUTHU3ALWY U COETTU-
HUTEJIbHOTKaHHbBIE 3a00seBaHus [1]. [Tonkox-
HBII KUP TOPaKaeTcsl OMyXOJIeBBIMU JIUMGbO-
LIMTAMU YacTO U B PA3HOU CTEIEeHU TP MHOTHX
T- u B-knetounbix iumdomax. Toabko nipu ox-
HOM BapuaHTe T-KJIeTOUHOU JTUMGBOMBI BCTpe-
YyaeTcs MPeUMYIECTBEHHOE WU UCKITIOUUTEb-
HOE TMopaxkeHue MOIKOXHOTO Xupa. DTOT TUT
JTUM®OOMBI CPaBHUTEJIbHO HEIABHO MOJYYMI
Ha3BaHUe «onkoxXHOU [1H-mogobHoit T-Kie-
TouHoil TuMdombl» (ITITTKIIT) [2] u BKiItOUeH
B KJlaccubUKAIMIO OMyXO0Jieil reMaTonosTuye-
cKoi 1 TuMbounIHOI TKaHeil BcemupHoii opra-
Huzauuu 3apaBooxpaHeHus (BO3) 2001 r. |2,
3]. B 4-m uzmanum kinaccudpukauuu BO3 cuy-
yau, sKcIpeccupymolue y/d-T-KIeTouHblil pe-
LIETITOP, UCKJIIOYEHBI U peKIaccu@uIIMpOBaHbI
Kak MepBUYHAasT KoxXHas y/d-T-KiIeTouHast TuM-
¢doma [4]. Hekoropnsie caydaun TTTITTKJII onucsi-
BaJIMCh paHee KaK 3J0KaYeCTBEHHBI TMCTHO-
LIMTO3, TUCTUOLUTAPHBINA uTodarnyeckuii [T
un datanpHblil [TH [5, 6]. Cnycta mecartuieTue
rocJje onucaHusi 100poKayeCTBEHHOTO TMCTHUO-
nurto3a ¢ uuroparnyeckum IH [5] cTano scHo,
YTO BO MHOTUX CJIyyasiX OH I€MOHCTPUPYET Ha-
Y€ MOHOKJIOHAJIBHOU Tomynsanuu T-1um-
domuToB, UTO YyKa3bIBaeT Ha TUMGOUTHOE TIPO-
ucxoxneHue 3aboseBanus [7]. B mocnemyro-
1EeM ObUIO MOKa3aHO, YTO 3TO MOpPaXeHUe He
Bcerga ¢arajlbHO, KaK paHee Mpearnosoraiu,
U MOXET WMeTh OJaronpusiTHOEe TeYyeHUe
[7—10]. B oTeyecTBEeHHBIX U 3apyOEKHBIX pabo-
Tax, TIOCBSIICHHBIX wu3ydyeHUio IIH Bebe-
pa—KpucueHa, rucTUoUMTapHOro LMUTO(GAru-
yeckoro [IH, auarHocTuMka oCylLIECTBIsIACh
TOJIbKO Ha KJIMHUYECKUX U TUCTOJIOTUYECKUX
MPOSIBICHUSIX; UMMYyHOMOPQOIOrniecKue, BU-
pycoJIoTMYecKre U MOJIEKYJISIpHbIE METObI UC-
ClIeoBaHUsl HE TPUMEHSUITNCh. AHAINU3 ITUX

MyOIuKaUUil TO3BOJSIET MPEATONOXUTh TPU-
CyTCTBME B ONMCAHUAX HE TOIbKO a/f-T-Kie-
ToyHOUl [IH-MOmOOHOI TUM@OMBI, HO TaKXe
v/8-T-knerounoit n arpeccuBHoit CD8+ muTo-
Tokcudyeckoit T-kimetouyHoit JUM@POM KOXU
U CBsSI3aHHOU c BupycoMm ImmreitHa—bapp
NK/T-knetrouHoir 1uMdOMBI Ha3aJIbHOTO TH-
ma. [eliCTBUTENbHO, IMOpaXeHWe MOIKOXHOMI
KJIeTYaTKHU TPU ITUX TUITAX JUMOOM BCTpeda-
ercda yacto [11—16]. bblto ycTaHOBIEHO, YTO
y psiia OOJIbHBIX, KOTOPBIM paHee CTaBUJICS TU-
arHos ITn Bebepa—KpucueHa, npucyrcTBoBaiu
KoxxHble T-kaerounbie tuMdomsbl [17, 18]. Be-
POSITHO, HEKOTOPBIE CTy4au, paHee TUarHOCTU-
pyembie Kak [1H mpu cucTeMHOI KpacHOI BOJI-
yanke (CKB) — lupus erythematosus profundus
unu «robpoxkadectBeHHblil [IH ¢ pa3BuTHEM
B JajbHeieM JUMGOMBI», — TIPEICTABISIOT
npumepsl ITITTKII ¢ HU3Kkoit nporpeccueii [19].
[MpenmnosnoxeHne HEKOTOPHIX aBTOPOB, uTo [TH
npu CKB u ITITTKII sBasiioTcst KpasiMu CIeKT-
pa OOHOM U TOW € HO30JOTMYECKOW €IUHULIbI
[18, 19], He moamep:KuBaeTCsl OOJbIIMHCTBOM
ucciiefioBaTeneli, KoTopble HUKOTAa He HabJo-
nanu TpaHchOpMalUuio YETKO AUArHOCTUPO-
BaHHoro BosyaHouHoro [1n B IIIITKIJI. Cny-
4yau, NeMOHCTPUPYIONINE TaKylo TpaHchopma-
LIWI0, BEPOSITHO, W3HAYAIbHO IPENCTABIISIIN
co6oii TITKJ [20]. CrenyeT OTMETUTh, UTO
MHOTHE CXOIHBbIE KIMHUKO-MOPGOIOTrnIecKre
TIPOSTBJIEHUST MOTYT HAOJIIONAThCSI B TPYIITE TaK
Ha3bIBaEMBIX IIUTOTOKCUUYECKUX JIMMDOM, K KO-
TOPLIM OTHOCSITCS 3nuuepMmoTpornHas CD8+
koxHast T-knerounas numdoma, KoxHas y/d-
T-xknerouHasa nauMdoma, 3KCTpaHOAaJIbHas
NK/T-knetouHass num@omMa Ha3aJlbHOTO THIa
U nepudepudeckas HecrieuuuuupoBanHas T-
kiaetouyHass guMdoma [20]. TIITKIT sasasercs
3710KayecTBeHHOU T-KJeTouHoi nuMQOMOi,
XapaKTepU3yeMOi NCKITIOUUTEIHHO BOBJICUCHU -
€M TIOIKOXHOTO Xupa (OTCYTCTBUEM TOpaxKe-
HUST IEPMbI U 3MUIEPMUCA), OTCYTCTBUEM BU-
pyca OnumreiitHa—bapp B HeoIlacCTUYeCKUX
KieTkax u Hecymas T-o/pf+/CD8+ denoru.
B 4-M uznaHuu kiaccuduKalMy onyxoJiei re-
MaTOIMOATUYECKON U ntuMmdounHoit Tkanu BO3
OHa paccMaTpuBaeTCsl KaK CaMOCTOSITeJbHast
HO30JIoTMYecKasl eIMHULA B pa3zaesie 3pebix T-
u NK-KJIeTOYHBIX HeoIa3M U TpeACTaBIIsIET
<1% Bcex T-KIETOYHBIX HEXOMKKMUHCKMX JTMM-
dom (HXJT) xoxu [4]. B mocineaHem pyKoBom-
crBe Hematopathology, nsmanaom B 2011 1,
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TITTTKJI onuceiBeTcs B riaBe «[lepBuuHbie KoxHble T-Kie-
TOUYHBIE TUMGOMBI: peKUe CYOTUIIbI» HApSIAy C MEePBUIHON
KoxHO y/d-T-knerouHoit TuMbOMON, TIEPBUIHON KOXKHOM
CD8+ arpeccuBHOI 3MUIEPMOTPOITHON ITUTOTOKCUIECKOM
T-xnerounoii numdomoit u nepBudHON KoxHoit CD4+ He-
GoJpIIoT0/CpeaHero pa3Mepa T-kiaeTouHol tumdomoii [21].
B oteuecTBeHHOI JIUTEepaType, BKIOYAst 1Ba PYKOBOJCTBA 1O
remarojioruu [22, 23], oTCyTCTBYIOT OMMCAaHUsI 3TON remMaro-
Jloruyeckoi onyxonu. Beuay penkoctu nmonkoxHoi [TH-mo-
nooHoM T-kneTouHoi TUMGOMBI U TPpyAHOCTEN auddepeH-
LMaJIbHOM AMArHOCTUKM 3TOW MATOJOrMU C IPYTUMU ITopa-
JKEHUSIMU KOXU MBIl CUUTAEM 11eJIeCO00pa3HbIM MPEACTaBUTD
cobcrBeHHoe HaoOmoaeHue [NITTKJI y 601bHOI, IIUTETBHO
Habmonasueiics ¢ auario3omM [TH Bedepa—Kpucuena.

boavnaa JI., 27 nem, eocnumanuzuposana & dekabpe
2012 e. 6 kaunuky PI'BY «HUHUP»> PAMH c scarobamu Ha nosie-
AeHUe U Pocm OnyxXonegUuoHo20 00pa308aHUs 8 npagoil 8UCOHHOL
obnacmu ¢ pazsumuem napaopoumanvrhoeo omexa (puc. 1, 2), na-
auque NoOKOJNCHbIX YNAOMHEHUN No 3a0Hell NOB8epXHOCMU Nnaey
(puc. 3), nepedneii nogepxHocmu uieu, BHympeHHUX N08epXHOCmell
MONOUHBIX Jicene3, cAadocmb, YMomMAAeMOCMb U N0ObeMbl meMne-
pamypeoi do 39 °C.

U3 anamuesa useecmmno, umo 6 mapme 2009 e. nocae
mpaemul (Yuubd npasoii 10namouHoll 064acmu) Ha Kodice npasoli
noomvluleuHoll 06aacmu NOABUAOCH ONYX0Ae8UOHOe 00paA308a-
HUe, pacnpocmpansioueecs Ha 10namounyio ooaacms. OuKoa0-
2om duaeHocmuposat uopomamos. Ha ¢one mepanuu anmu-
ouomukamu u YBY npoyecc npoepeccuposan ¢ nosieaenuem yn-
JNOMHEHHbIX NOOKOJICHbIX 00pa308anuil ¢ eunepemueii, 3y00m
U noxKanvleanuem no 3adueil nosepxnocmu niev. B uone 2009 e.
004bHOIU nposedeno ydaneHue yuacmka noOK0ICH020 00pa308a-
HUA 6 obaacmu npasoii nonamku, 6audice Kk NOOMblUeHHOI ena-
dune. Ilpu eucmonoeuueckom uccaedosanuu oornapysicena guo-
DO3HO-)ICUPOBAST MKAHb C AUMPONAAZMOYUMAPHOU UHDUALMPA-
yueii, duaeHocmupogan peyudusupyrouuii [1n Bebepa— Kpucue-
Ha u Hauama mepanus NPeoHU30A0HoM no 30 me/cym 6 Kkomou-
Hayuu ¢ anmubuomukamu. Ha gone nposodumoii mepanuu no-
s6AeHUEe HOBbIX NOOKOJICHbIX 00paA308aHuil He HaAOAH00AA0CH,
He becnokounu 3y0 U NOKanvleanue 8 004acmu 04ae08 UHPUAbM -
payuu, a paree noABUGUIUECs YNAOMHEHUS YMEHbULIUAUCL 8 Pa3-

Puc. 1. 5.12.12. NMopkoxHoe 06pa3oBaHue
B NPaBOil BUCOYHOI 0651aCTLh C OTEKOM
MpaBoii NOMOBUHbI NKLIA 1 NapaopbuTanb-
HOM 06nacTu
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Puc. 2. 20.12.12. PocT NoAKoXHOro o6pa-
30BaHUs B NPaBOil BUCOYHOIA 06NacTL

11 HapacTaHue 0TeKa NpaBoil CTOPOHbI Nl
1 napaop6buTanbHoi 06nacTu

Mepax u udousmMeHuUIuch (3anadenue Koxcu naeu). Ilpu chudice-
Huu 003bl NPedHU3010Ha 00 15 me/cym nHabarwdarocs npoepeccu-
POBaHUE 3a001€6AHUs C NOABACHUEM HOBBIX 041208 8 NPABOI 10~
namouHoil obnacmu Ha mecme paree y0anseHHO20 00PA308aHUSL,
Ha HYMPeHHell N08ePXHOCMU MONOHHbIX Jicene3, pOCm NOOK0IC-
HbIX 00pazoeanuil no 3aoneil nosepxnocmu nied. Ommeuaiucs
eunepemus, eunepmepmus ¢ weayuweHuem Koxicu no 3adneii no-
6ePXHOCMU NAed, NAAbNAyus YNAOMEHHbIX 00pazoeanuil 6one-
3HeHHa. Becnokouau obwas caabocms, nosvluleHHas ymomase-
Mmocmb u nodvemvl memnepamyput do 39 °C. B dexabpe 2011 e.
8bl6451ack Aeiikonenus 0o 3,9 « 10°/a ¢ nanoukosadepHovim cosu-
2om 00 9% u nosviuwenuem CO3 do 40 mm/u. [lpu yrempazeyko-
som uccaedosanuu (Y3H) koicu onpedensnocy nosenrenue Hogo-
20 ouaea nodkoxcHoi unguavmpayuu 2,8x0,5 cm 6 obracmu
npaeoil AonamKu, Ha mecme paxee yoaiexnnoeo yvacmka. Auae-
Hocmuposean hepmenmamusnoiii ITn Ha GoHe dceauHoKameHHOl
bonesnu (no Y3H xoukpemenm 6 ycenunom nyswipe 1,9x1,5 cm).
IIposedeno nosmopHoe yoanenue nosigusuieeocs H08020 ouaed
6 npasoil aonamounoil obnacmu. Ilpu ummynocucmoxumuue-
ckom (HUT'X) uccaedosanuu yoasennoeo 006pazoeanus onpedens-
omces Meaxue (OKycol HeKpo3a JHCUPOBbIX KAeMOK ¢ Heillmpo-
GuavHoil uHuabmpayuell u nAomHblil OUpdy3H0-04aeo8blil 10-
OyasapHbLil uHGuavmpam, npedcmasaennviii cmecvro CD3+,
CD20+, makpoghacoe CD68+, 6 mom uucne aunoghaeos; ume-
H0MCsl HEPABHOMEPHO PACHON0NCCHHbIE 2USAHMCKUE MHO2050ep-
Hble KAemKU U He001bUloe KOAUYecmao epanyioyumos. Pasnvie
nponopyuu CD4+ u CD8E+ aumpouumos, 6 meHbuieM Koauue-
cmee kaemku, sxcnpeccupyrouwue CD7+, pasposnenHnvie kKnemku
¢ gpenomunom ummynoobnacmosé CD30+. Jluaenocmuposar n0-
oyaspuotil IIn co cmewantoil socnarumenvoll UHGuUAIbMpayuerl
0e3 e@vipadceHnoeo eackyauma. Haubonee eepoamua 601e3Hb
Bebepa— Kpucuena. B anaruze kposu Hadaw00asoch cHudiceHue
yposusa eemoenobuna (Hb) 94 e/n, aeiikoneHus om
3,5—4,0+ 10°/a ¢ naaouxosdeprvim coeueom 0o 9%, eunoanvoy-
munemusi 0o 27%, evicokuii ypogeHv C-peakmueHoeo Oeaxa
(CPE) — 96 mke/ma, omcymcemeaue aymoanmumen u peemamo-
uonoeo gpaxkmopa (P®) c nosviwenuem yposus IgA 0o 4,54 ¢/a
(nopma 0do 3,0), 1gG do 18,7 e/a (nopma do 14) u IgE do 335
ME/ma (nopma do 100). [oza npednuzonona yeeauvena do 90
Me/cym, HA3HA4YeHbl NAAKGEeHUA U anmubuomuku. Beinucana

7/

Puc. 3. 04aru noaKOXHbIX YNNOTHEHUIA

C runepemueit 1 WenyLeHnem Koxm Ha
HUMW NO 3aHEBHYTPEHHe NOBEPXHOCTY
nne4eBblx 0611aCTeN BEPXHUX KOHE4YHOCTEN
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C YAYYUICHUEM KONCHO20 NPouecca, 00HAKO NPU CHUICEHUU 003blL
npednuzonona do 20 me/cym 6oavHas 6 aseycme 2012 e. omme-
muna nosieaeHue AUXopaoku U pacnpocmpanerue npoyecca Ha
KOJCY AUUA U MOAOUHBIX dcenes.

boavnas nocmynuna 6 cmauuonap DPI'BY «HUHUP»
PAMH 4.12.12. B meuenue 3 neo o6caedosanus é cmayuoHape
Habawdancs 6bicmpolii pocm NOOKOICHO20 00pa308anus 6 npa-
60il 8UCOYHOU obaacmu ¢ Hapacmauuem napaopoumManbHO20
OmeKa u 3aKpoimuem eAasHoll ueau (cm. puc. 2), HecMomps Ha
gonosuiii npuem 20 me/cym npednuszosona. Onpedeasaucy eu-
nepmepmus U eunepemusi KOJcu 6 npasoil 8UCOYHOL obaacmu,
Mak Jce KaxK u Had NOOKOJICHbIMU YNAOMHEHUAMU NO 3A0Hel No-
6epxXHOCMU naey ¢ 08yX CMOPOH. Y316l Oblau eunepemuposant,
00Ae3HeHHbL NPU NANBNAYUU, C WeAYUEeHUeM KOXNCU 8 8UCOYHOLL
U naevesvix 004acmAX 8epXHUX KoHeyHocmeil (cm. puc. 2, 3).
Jupdy3nsie nodkoxcHvie ynaoOMHeHUs. KAMEHUCMOL A0OMHOCIU
0e3 usmeHeHUs Kodcu HAO0 HUMU NAABNUPOBANUCH 8 obaacmu
OKONOYUIHBIX, NOOHUICHEUEAICMHBIX CAIOHHbIX Jicene3, nepedHnell
nogepxHoCcmu weu, MeOUudnbHblX HOBEPXHOCHEN MOAOUHbIX Jce-
/€3 U npasoil A0namoutoi odaacmu, 6audice K aKCurIAPpHOU Au-
HUl, ¢ pyou08bIMU USMEHEHUIMU NOCAe NPOBEOeHHbIX OUONCUI.
Pa3zmepolr nodkocrbix obpazosanuil kosebaruco om 4 do 15—20
em. Ilpu Y3HU eaybuna nodkoxchvix obpazoeanuii docmueanra 15
MM 6e3 803MOICHOCHU OnpedeseHuUs PACAPOCMPAHEHHOCMU NPO-
yecca no npomsxceruro. Buympennue opeanst 6e3 eudumoi na-
monaoeuu. Hb 117—112—110 e/, 1. 3,8—3,4—3,2+10°/a,
CO COBU20M 6160 00 MUCAOYUMOE, MEMAMUCAOUUMO8 U NAN0Y -
Kos0epubim coguzom 00 15—17—23%, ymepennoil aumgonenuei
00 13—15—-20%, c omcymcmeuem s03unoguaos. COD 6—10—11
mMm/u. B Guoxumuueckom anaiuze Kposu HabA00aics pocm co-
depycanus acnapmamamurompancgepasvl — 46— 74—86 ed/x,
ai-enobyaunoe  —  5,8—6,1—6,3%, [-eanobyaunos  —
16,7—17—17,4% u aaxkmamodeeudpoeenaszvr  (JIAI) —
819—970—1250 ed/n (nopma do 225) npu chudiceHUU KOHUEHM -
payuu obueeo beaxa —73—68—60 e/a. Ilpu ummynonoeuueckom
o6caedosanuu guxcuposanrocy nosviuterue yposus CPh do 23,6

me/n (Hopma do 5,0) npu omcymcemeuu KaKux-aubo mapkepos
aymoummyHHoeo 3aboresanus (P®, aumunyxieapnoeo gpaxmo-
pa, AHMUHEUMPOPUALHBIX UUMONAAZMAMUYECKUX aHmMUmen,
anmumen k AHK, Sm, Ro/La aumueenam) u HopmasvHoim
codepxcanuem IgGs 6 coigopomie. [lpu npomounoti yumoghnyo-
Mmempuu HadAOAAUCH yeeauueHue nPOUEeHMHO20 U a6CONOMHO-
20 koauuecmea T-aumpoyumos 3a cuem nonyaayuu CDS+ kae-
MOK, CHUJICEHUe NPOUEeHMH020 U abcoaromuoeo uucaa T-xeane-
P08, yeeauueHue 00We20 UUCAA UUMOMOKCUYECKUX KAEMOK.
Ilpu noaumepasnoii yennoii peakyuu JAHK eupyca Dnwmeii-
na—bapp 6 kposu He oonapyxceno. [lpu Y3U enympennux opea-
HO8 YMepeHHas eenamochnienomeeanus (neueHv158x75 mm, ce-
nezenka 137x55 mm), nosvliueHue 3x02eHHOCMU neweHu U No0-
HCENYOOUHOUL Jcene3vl, 2eMAH2UOMbL NeYeHU, KalbyuHam & na-
DeHXUMe neveHu, KameHs 6 jceaunom nysvipe. Y3H He evis6uio
VeeauueHus KaKux-aubo epynn AuM@amuvecKux y3n108. Dxo-
Kapouoepagus — He3HA4UMeNbHOe KOAUHeCm80 ICUOKOCMU
6 nosocmu nepukapoa, A0KAAU308AHHOE NO NPABbIM OMOeNam
cepdya. D3opazoeacmpodyodeHoCKonUs — NOBePXHOCMHbIL AH-
mpanvubli eacmpum. Tpu MyasmucnupansHoii KOMNbIOMEPHOI
momoepaghuu opeanoé epyOHoil KnemKU 6bisi61eHbl eOUHUUHbIE YEe-
AUHeHHble noombluleyHble aumpoamuyeckue yaavl (2,1x1,7 cm).
Ynaomuenue nodkodcHoil scuposoii knemuamru nepedueil epyod-
HOUl CMeHKU, NPeuMyu,eCmeeHHo Ha YPOGHe PYKOAMKU U mend
2PYOUHbBL, PACNPOCMPaHAWeecs HA nepedHue omoensl uieu,
pasmepamu 6 nonepeunuxe 24x2,5 cm. Jleekue de3 eudumoii na-
monoeuu. Ilozumponnas smuccuornnas momoepagus (I1127T) —
Ha cepuu MoMo2pamm Onpeoensitomcs: MHOMCECMBEHHble NAMO-
Aoeuteckue 30Hbl OUPPY3H020 UHMEHCUBHO20 HAKONAEHUS Npe-
napama, causaroujuecs mexcoy co6oi, pacnoiolceHHvle 8 Mse-
KUX MKAHAX NPAasoil UCOHHOU 0Oaacmu, 1e60U ujeKu, 1e6oll
O0KO0N0YWIHOU Jicene3vbl, n00O0POOOUHOI, WelHOl U HAOKAIYUY-
HOU obnacmell ¢ 00eux cMOpPOH, 3A0HEBHYMPEHHUX NOGEPXHO-
cmeil 06eux pyK Ha ypogHe nieueevix Kocmeil, nepeduell u 3a0-
HUX CMeHOK 2pYOHOU KAemKU, 8 MeOUanbHbIX K8AOPaAHMAax Mo-
N04HBLX dcenes (puc. 4).

Puc. 4. N3T ¢ 18F-O[I. OnpeaenstoTcs MHOXECTBEHHbIE NATONOMMYeCKNe 30HbI AU DY3HOT0 MHTEHCHB-
HOr0 HaKOMNEHUS Npenapara, CAMBAKLLNECH MeXIy COO0M, PACMON0XKEHHbIE B MATKMX TKaHAX JnLa, Lew,
TPYAHON KNETKN W 3aHEBHYTPEHHNUX NOBEPXHOCTEN 06eNX PyK HA YPOBHE NIEYeBbIX KOCTEl
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Tpenanobuoncus He 6bi68UNA NAMOAOLUHECKUX USMEHEHULL
6 CO3DPeBAHUL 2eMONOIMUUECKUX KACMOK U 8 MOpdosoeu1eckoil
cmpykmype Kocmno2o mosea. Ilepecmomp eucmonoeuueckux npe-
napamoe nookoxicHo2o obpazosanus 3a 2009 e. deyms Hezagucu-
MbIMU  MOpGon02amu 8vis6UN Hecneyuuueckuii noAUMopgHo-
KAeMOYHbLI UHGUADMPAm 6 NOOKONCHOU JHCUPO8oi mKaHu 0Oe3
uemkoi eepugukayuu ouaenoza (puc. 5, a). B 6uonmame om
2011 e. ommeuanoce Hapacmanue NAOMHOCMU UHOUALMPAMA U3
Manwix, cpeOHux u 601bUUX NACTIOMOPPHBIX KAeMmOK, UHPUALMPU-
DYIOUUX NOOKOJNCHBLI JCUp, AUMPOUUMBbL POopMUpPo8au Koarvya
U UenouKu, 4mo Npeononazdno 603moxcHocms pazeumus HXJI
(puc. 5, 6).

Monekyaspuoii anarusz eena T-Kaemouno2o peuenmopa
8bI518UL MOHOKAOHANLHYI) PEAPaHICUPOBKY, MO 6 KOMOUHAUUU
¢ pe3yabmamamu KAUHUKO-AA00PAMOPHORO, UHCIMPYMEHMANb-
HO020 U MOPGhoN0UMECK020 UCCAe008AHUS NPEON0AA2AN0 HAAUYUE
T-knemounoti aum@omwvt Kodxcu. boavHoil nposedena Guoncus
KoJicU U NOOKOJICHOU KAem4amku no 3a0neil no8epxHocmu nie-
uegoli obnacmu npaeoi pyku. lucmonoeuueckoe uccaedosanue
8bIABUAO 8 JCUPOBOL MKAHU Npeumyule-
CcmeenHo Oug@y3Hblil yMepeHHO-NA0m -
HbLI UHUALBMpPam U3 AUMPOUOHbIX Kae-
mok, 6oavuuHcmeo u3 komopvix 6 1,5
pasa KpynHee mano2o aumgouuma, s0pa
noAuUMOp@Hble, UUMONAA3MA C6emaas,
naoxo Koumypupyemcs. Jlumgpouonsie
Kaemku ghopmupyrom 0600Ku 80Kpye om-
OenbHbIX HCUposuix Kaemok. Hmeromcs
ouaxcku anonmosa. Bcmpeuaromes naas-
mamuyeckue kaemku. Habaodaemole uz-
MeHeHUs KpaiiHe nodo3pumensHsl 8 om-
HoweHuu  T-xkaemounoi — aumgpombl
(puc. 6, a). Ilposedeno UTX uccredosa-
HUe ¢ UCNOAb308AHUEM WUPOKOL NaHeau
anmumen k CD2, CD3, CD4, CD5, CDS,
CD10, CD20, CD56, CD6S, VS38c,
granzyme B u neexum uenam Ig x/A.
Jlum@ouodnsie onyxoneevie Kiemku 3KcC-
npeccupyrom CD2+, CD3+, CD5+,
CD&+, granzyme B+ (puc. 6, 6).

Mapkep npoaugepamusHoit  ak-
muenocmu Ki-67 sxcnpeccupyem do 70%
KAemoK unguasmpama. Ymepenroe Koau-
Yecmeo  NAA3MAMUYECKUX — KAemOK
VS838c+, onu sxcnpeccupyrom 6 pagnwvix
Koauuecmeax neekue yenu. Tucmuoyumeot
axcnpeccupyiom CDG68+. 3akaiouenue:
MOPPOUMMYHOLUCMOXUMUHECKAS. XAPAK -
mepucmuka UH@GUABMpPaAma 6 JHCUpoeoi
mianu coomeememayem ITITTKII.

Takum obpa3om, Ha OCHOGAHUU
MuamenbHo20 KAUHUKO-1a00PaAmopHoeo,
UHCMPYMEHMANbHO20, MOPHOA0UHECKO-
20, UMMYHOMODPPOA0UHECKO20 U MOAEKY-
AspHO0 00caedosanusi 601bHOU OUacHO-
cmuposana eeneparuzogannas TITTKIT
u cuam ouaenos Iln Bebepa—Kpucuena.
He evisigreno nopasicenuil aumgamuye-
CKUX Y3108 U Opyeux 0peanos, 3a UCKaye-
HUeM YMePeHHOU eenamocnieHoMe2anulu,
Xomsi OypHoe npoepeccuposanue 3a6one-
6aHus 6 meuenue 3 Hed He UCKAIOUAN0 803~
MOJICHOCIMU pa3eumusi 6 OAHHOM caAy4ae
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eemoghazoyumapHoeo cuHopoma. Yuumoieas Ovicmpoe Hapacma-
Hue onyxonesoii maccol, ypoeus JIAI, narouxosdeproeo cosuea,
cumMnmomos B-kaemounoii unmokcukayuu, a makoice 8blCOKYIO
npoaugepamugryro akmusHocms onyxoau ho oanusim AT u um-
MYHOMOp@onoeuu, 60AbHOI HAYAMA CUCMEMHAS XUMUOMePanus
no cxeme CHOP.

O6cyxpeHue

T-kierouHbie JTUMbOMbI KOXM cocTaBisiior 70% ot
Bcex TuMdOoM Koxu, Tipu 3ToM Gosiee 50% 13 HUX TPUXOIUT-
csl Ha paslMyHble BapMaHTbl IPUOOBUIHOTO MHMKo3a [21].
Monkoxuas TTITKIJI n nepBuunast xoxHas y/d-T-kneTou-
Hast TuMdoMa — 3TO 1B Pa3TUIHBIX BapUaHTA PEIKUX JTUM-
dbom (<1% T-knerounbix HXJI Koxu), BOBJIEKAOIINUX B TIPO-
1lecc TIONKOXHBbIE TKaHU, XOTs IO Hayaja dTOTO CTOJIETUS
OHU pacCMaTpUBAIINCh KaK enHOe 3aboneBanue |2, 3]. Dtum
MOXHO OOBSICHUTH TPYAHOCTU UCCJIeoBaTeeli, OMKUChIBAIO-
LIUX 3TU KpaiiHe peakue BapuanThl HXJI 1 aHaiu3upyommnx
pab6oThl, onyoaukoBaHHble 10 BbiaeaeHus ITTTTKII B camo-

Puc. 5. [uctonornyeckne U3MeHeHust NOAKOXHON XXMPOBOM KnetyaTku. a — 2009 r. Monu-
MOPHO-KNETOYHbIA NHDUALTPAT. MHOXECTBO MEHUCTBIX MN0¢aros 1 NMMMOLNTOB;

6 — 2011 r. IHchunbTpat M3 Manblx, CPEAHUX U BONbLIMX NNEROMOPMHBIX KNETOK

C NpuU3Hakamu hOpMMpOBaHUs MUMAOLMTAMI KOSTbLia BOKPYT OTAENbHbIX XKUPOBbIX KNETOK.
Oxpacka remaToKCMMHOM 1 3031HOM, yB. 400

& P 5

Puc. 6. MoakoxHas T-kneTo4Has numdoma. MmcTonornyeckne n3MeHeHns B Guontare
NOAKOXHO KnetyaTky B 2012 r. HunbTpaums noaKoXHOro XXupa npemMyLLecTBEHHO
neAoMopdHbIMK TUMoLMTaMK cpeaHero paamepa. JlumdounuTbl DOPMUPYIOT KONbLO
BOKPYT OTAENbHbIX XMPOBbIX KNETOK. @ — OKpacka reMaToKCUIMHOM 1 303uHOM, YB.400;
6 — CD8+ KneTku BOKpYr nnunoyuuToB. ViIMMyHonepokcmaasHas peakums, ys. 400
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CTOSITENIbHYIO HO30I0THYecKyto enuHuiy [20]. Havano 3a60-
JIeBaHUS y KEHIIIMHBI B MOJIOZIOM BO3pacTe B HAIlleM CiIyvae
cornacyetcs ¢ coobuieHusiMu o Tom, yto [TTTTKIJI Heckob-
KO Yallle pa3BUBAETCS Y XKEHIIWH, YeM Y MYXXYUH, B JTIOOOM
Bo3pacte |[24]. HawubGonee wmacmitabHoe wuccliegoBaHue
EORTC-rpynnbl no U3y4yeHU0 KOXHbIX JUM(POM MOoKazaso,
yto B 20% ciryuaes [1I1TKJI Bo3HuKaeT B Bo3pacte a0 20 Jer,
Torma Kak MeIraHa Havyajia 3a00JieBaHMsI TPUXOAMTCS Ha 35 JieT
[25]. Cnyuau pazButust IITTTKJI onmucaHbl U B 1€TCKOM BO3-
pacte, HO (eHOTUINMYECKHE JaHHbIE B HEKOTOPBIX CIydasix
HeroJHbIe [26, 27].

BcerpeuaroTcss mopaXeHHMsT KOXU B BHMAE OJMHOYHBIX
WM MHOXECTBEHHBIX 3PUTEMAaTO3HBIX IMOJAKOXHBIX 00pa3o-
BaHWII WJIM OJISIIIEK, KOTOpbIe OOBIYHO HE IMOIBEPTAIOTCS
usbsa3pieHuo. Haubonee yacto IIITKII nokanusyercs Ha
KOHEUHOCTSAX M TYJOBHIIE ¢ pa3MepaMHu y3i10B ot 0,5 mo He-
CKOJILKUX caHTuMeTpoB [3, 4, 20, 21, 25]. OrcyTcTBUE CIie-
uupuueckux koxHbix udmMeHenuit npu [ITITKJI Hepeako
MPUBOAUT K OLIMOOYHBIM auarHo3am ITH Bebepa—Kpucue-
Ha, y3JIOBaTOl 3pUTEeMbI, BOJT4aHOUYHOro [TH M Ipyrux Bapu-
aHToB [TH. [lnuTenbHast UCTOpUs «100poKayecTBeHHOro [TH»
YacTO MPUCYTCTBYET Yy OOJbHBIX JO TMOCTAaHOBKM AHAarHo3a
HXIJI [18], uTo 1 HabIOIaIOCh B HALLIEM CJy4yae.

Oco0eHHOCTBIO 3a00JICBaHUS Yy HAllICH MAllMEHTKH SIB-
JISIETCS MACCUBHOCTh TOPaXKeHMsT TOAKOXHON TKaHU ¢ pac-
MPOCTpaHEHNEM OYaroB TMOpaXKeHUs Ha KOXY BEPXHHUX KO-
HEYHOCTEH, TYJIOBUINA, IIIEH, JTUIIA ¥ BO3MOXHOCTb ITPOCIIC-
IATH HOPMUPOBAHUE OITYyXOJIEBOI MHPUIBTpAIIU MOPdOIIO-
rMYeCKHU Ha MPOTSKeHUU BCero nepuojaa d6osie3Hu. B nturepa-
Type MBI He BCTPETUJIN OTIMCAHUI GOJBHBIX C TAKMM MacCUB-
HBIM TTOpaXeHUEeM TTOJIKOXHOM TKaHM, TOrIa KaK IMopakeHue
KOXM JIMIla HaOJIogauCh B ABYX paHee paccMaTpHBaeMBbIX
ciyyvasx [18, 28]. Bo3aMokHO, MO3IHsIS IMarHOCTUKA Tocie 4
JIeT TeyeHUsl 3abosieBaHUs MpHUBeJa K TAKOMY MacCCHBHOMY
MOPaKeHUIO KOXM, TaK K€ KaK U K BOSHUKHOBEHUIO CUCTEM-
HBIX CUMIITOMOB (JIMXOpajaKa, HeIOMOTaHUe, TOBBIIICHHAS
YTOMJISIEMOCTB), YTO PEIKO HAOIIOMAIOCh Y OOJBHBIX C 3TUM
BapuanTom HXJI [20]. JTabopaTopHble HapyllleHUsI, BKJIIOYa-
[oIIe IUTOTICHWHU, TOBBHIIICHWE YPOBHEH TpaHCaMHWHa3,
a TaKKe TeNaToCIUICHOMETaIis 4acTO BCTPEUYAIOTCSI TIPU 3TOM
HXJI [4], 4rto Halnomanoch W B HalleM cjyyae.
[Tpu TITITKJI onucaHo Takxke HalWuuyKMe KIOHAIbHBIX T-Kie-
TOK B nepudepudeckoit Kpou [29], peakue ciaydau rmopaxe-
HUsl TMM@aTUUECKUX Y3J10B U KOocTHOTro Mosra [30—32]. Te-
natocrieHoMmeranust Berpevyaercs npu TTTITTKII u He cBsiza-
Ha C OIyXoJieBbIM mopaxeHueM [24]. TemodarouuTapHbIii
CUHIPOM — PeIKOe OCIOXHEHUE, CBSI3aHHOE C arpeCCUBHBIM
TeyeHHeM 3aboJieBaHUsI, pa3BUBAETCS 3HAUMTEIBHO pexe,
yeM y OombHBIX ¢ y/0-T-kierounoit numdbomoii koxu [30,
31]. IlossBneHUe CTOMKOW JMXOpPAIKW, TeraToCIUICHOMEeTa-
JINU, IATOTICHUHU, OBICTPOE MPOTPECCUPOBAHUE OITyXOJIEBBIX
pa3pactaHuil u ObicTphlil pocT ypoBHs JIAI He uckiouanu
BO3MOXHOCTH Pa3BUTHSI 3TOTO TPO3HOTO OCIOXKHEHUS Y OTIHU -
cbiBaeMoil 60sbHOM. OTyXoJIeBbIil MHOWIBTPAT TOpaxkaeT
KUPOBBIE TOJIbKMA, OOBIYHO C MUHMMAaJIbHBIM BOBJICYEHHEM
neperoponok. Jlepma v anuaepMuc, Kak mpaBujio, He BOBJe-
YyeHbl B MaToJorMyeckuii mpouecc. Pasmep Heorutactuue-
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CKUX KJIETOK TIOJBEpPKEeH KOJeOaHUsIM, HO B KaXIOM KOH-
KpeTHOM ciydae onuckiBaemoit ITITKJI — cTabuiabHbIil [4,
21], 4TO XapaKTepHO U JIJis HAIlIeTO HAOJIIOICHUS.

HaubGonee spkoit rucTosioruuyeckoit 0COOEHHOCTHIO
3TOI OMYXOJIU SBJSIETCS 00pa30BaHUE KOJbLEBUIHBIX CTPYK-
TYp U3 OIYXOJIEBbIX KJIETOK C OOJIbIIMMU SIAPAMU, arperupo-
BaHHBIM XpOMAaTUHOM U CKYAHOW LUTOIMJIA3MOM, OKpYyXato-
LIMX OTIENbHbIE XKUPOBBIE KJIETKU. PeakTHUBHbBIE TMCTUOLUTHI
4acToO IPUCYTCTBYIOT, OCOOEHHO B 00JIACTSIX KUPOBOM MH-
dunprpaunu u necTpykuuu. Jpyrue BocnaiuteabHble KIeT-
KU B TUIIMYHBIX CJIyyasiX OTCYTCTBYIOT, B TOM YMCJI€ TUIa3Ma-
TUYECKUE KJIETKU, KOTOPbIE YacTO HAOMI0AAI0TCS TTPU BOTYA-
HouHoM [1H [2—4, 20, 21, 25]. Bce BbIlIen310XeHHbIE TUCTO-
Jorndyeckue udMeHeHus, xapakrepubie a1 [TITTKJI, Obuiu
0OHapyXeHBI PU NCCIIEIOBAHNUN TPEX MOCTeN0BATETbHO BbI-
TOJTHEHHBIX OMOTITATOB KOXKU U MOIKOXHOU KJIeTIYaTKN B Ha-
1IeM cilyyae, 3a UCKJIOUeHUEM TJIa3MaTUYeCKUX KJIETOK, YTO
3aTpYyAHSI0 npoBeaeHue nuddepeHInaTIbHON TUarHOCTUKKI
mexny I1TH Bebepa—KpucueHa, sH3umatuyeckum [1H u Boj-
yaHOYHBIM [TH. OmyxoJieBble KJIeTKU MMEIOT 3peblii o/f-T-
KJIETOUHBIN (peHOTHI, 00bIuHO CD8+, ¢ 3KCIpeccueit LuTo-
TOKCUYECKMX MOJIEKYJ, BKitouast granzyme B, perforin u T-
KJIETOUYHBbI BHyTpuKiIeTouHblii aHtureH (TIA 1) [24, 32].
Kunerku skcrnipeccupytot BF1 u HeratuBHbl o CDS56, uto 1o-
3BOJISIET TPOBOAUTH AU depeHInanbHyI0 AUATHOCTUKY
¢ v/8-T-xierounoit mumdomoit [32, 33]. MonekynspHbIi
aHaIN3 TeHOB T-KJIETOUHOTO pelenTopa IeMOHCTPUPYET MO-
HOKJIOHaJIbHYIO PEapaHKUPOBKY B OOJBIIMHCTBE CJIy4yaeB
u orcyrctBue JJHK Bupyca OniureiitHa—bapp B OuonTtatax
[2, 4]. Crieunuueckue reHeTuYecKrue HapylieHus TPy 3TOM
TUIEe TUM(OM HE OTIMCaHBI.

Takum oGpa3oM, pe3yabTaTbl MPOBEAEHHOIO HaMU
MOpP}OJOruyeckoro (OTCyTCTBUE MOPakeHUs ASPMbI U DTTU -
nepmuca), iMMyHoMopdoaorudeckoro (Haauuue CD8+ He-
OIJIACTUYECKUX KIETOK, (POPMUPYIOLINX KOJIbIA BOKPYT KU~
POBBIX KJIETOK, granzyme+) U MOJIEKYJSIPHOTO MCCJe10Ba-
HUs (MOHOKJIOHAJIbHASI peapaHXUpPOBKa reHa T-KJIeTOYHOTO
peuenTopa) mo3Bojmio auarHoctupoBath [ITITKJI n mc-
KJTIOYUTH MePBUIHYIO0 KOXHYIO v/d-T-Ki1eTouHyio tumMdomy.
CrenyeT OTMETUTD, UTO THIATETbHOE MOP(OIIOrnIecKoe uc-
cliefoBaHue OMONTaTOB KOoXU OosibHOM 3a 2009 u 2011 rr
nokasano Bo3MOxHocTh nuarHoctuku HXJI B 2011 . npu
MPOBEJEHUU COOTBETCTBYIOIIMX (DEHOTUIMMYECKUX U MOJE-
KYJISIDHBIX UCCIIEOBAaHUH, TOra KaK KJIMHUYECKOe TeUeHue
1 MOpOJIOTMYECKHEe U3MEHEHUST B OMOTITaTaX KOXHU y 00JIb-
Hoit B 2009 r. ykianbiBaniuch B kKapTuHy [1H Bebepa—Kpuc-
yeHa. MOXKXHO COTJIACUTBCS C TOYKOU 3pEeHUSI MHOTUX HUCCIIe-
JnoBatesieit, 4To crienuduyeckne n3MEeHEeHUsI, XapaKTepu3y-
omue [TTTKII, o6HapyXuBaOTCs B HEOOJBIINX MOPLUIX
TIOJKOXHOTO XHpa, TOATOMY KOPPEKTHasi AMAarHOCTUKA Ha
OCHOBAHWU U3yYeHUsT HEOOJIBIINX OMOTICUIT TIPOOIeMaTHI-
Ha WU JaxXe HEBO3MOXHa. B HEKOTOPBIX ciyvyasx TpedyeTcs
MpoBeJeHUE HECKOJbKUX OUOINMCUI IS TOCTAHOBKU Juar-
Ho3a JIUMGOMBI, YTOOBl UCKIIOYUTH PAa3UYHbIE BapUaHThI
ITH, umeonIMe cXOAHbIe KIMHUYECKUE U THUCTOJOTUYECKUE
MPOSIBJIEHUS, KaK M B HallleM OMKMChIBAaeMOM ciydae [2—4,
20, 21, 25].
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