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Pesome

IMepBuuHbIe 1MMbOMBI KIacCUDUUMPYIOTCS B COOTBETCTBUU C 001IEel cucTeMoil kinaccudukauuu BceMupHoii opraHu3anuu 31paBoOXpaHe-
Hust. HecMoTpst Ha To, uto Gojiee yeM y 50 % mauueHTOB € y3J0BBIMU JUMGbOMaMU OTMEUYAETCs MOPaXeHUe JEerKuX, MEPBUYHbIC JIETOUHbIE
sumbombl coctaBisiioT < 0,5 % Bcex epBUYHBIX HOBOOOpa3oBaHMii ierkux. Kpome Toro, Haubosiee pacripocTpaHeHHast epBrUYHast Jumboma
JIETKUX — HEeXOIKKMHCKast B-kieTtouHas uMmboma MapruHanabHoi 30HbI (MALT-nmuMdoma) — coctapisiet < 10 % dKCTpaHOTATbHBIX JTUM-
oM. Jlumbombr XomkkuHa (JIX) TUIIb B peIKUX CIydasx CUUTAIOTCS MEPBUYHBIMU TUMMDOMaMU JIETKUX, TaKe €CJIU JIETKUE SIBISIOTCS OCHOB-
HBIM OpraHoM rnopaxeHusi. bosee Toro, yaiie Bcero npu nepBuuHoit jerouHoit MALT-numbome mo 1aHHbBIM yriiy0JIeHHOro o0cae10BaHms
BBISIBJISIIOTCS APYTHe 9KCTPAHOAAIbHBIE YYaCTKHU (HapUMep, XeayI0K, ToJCTasl KUIIKA, IIUTOBUAHAS XeJle3a, KOCTHBII MO3T), KOTOPbIe MOTYT
OBITh UICHTUGMUIIMPOBAHBI KaK MecTa CYOKIMHMUYECKOW KIIOHATbHOU nuMdounmaHoil mpomudepauu. BropuuHoe mopaxkeHue JETKUX MPU
nuMmbomax obHapyxuBaeTcs B 50 % ciyyaeB M BCTpevaeTcs yallle, YeM MepBUYHast JieroyHast iuMdoma. OxHako MOphOIOrnueckn onpee-
JIUTH pa3andue MeXIy TMepBUYHON JeTOUHON TuM(OMOIl U BTOPUYHBIM TMOPaKEHUEM JIETKUX MpU JTuM@onponndepaTUBHBIX 3a00JeBaHUIX
(JITI3) cnoxHo. Lenbto 00630pa SIBUJIOCH IEMOHCTPALIMS JAHHBIX O KIMHUYECKUX U AMAarHOCTUYECKHUX OCOOEHHOCTSIX MEPBUYHBIX U BTOPUYHBIX
MopaxeHuii jierkux npu 3nokadyectBeHHbIX JIT13. 3akmouenune. [MopaxeHust gerkux npu JITI3 mMoryT ObITb MEPBUYHBIMU U BTOPUYHBIMU.
[TepBuuHbBIE TTOpaXkeHUs JeTKUX U 1ieBpol ipu JITI3 BecTpevaroTest pefko, B TO BpeMs KaK JUM(OMBI, BTOPUIHO TTOpaXalolue Jerkue, pu
ayroricuu BoisiBisiiorcst B 20 % ciyyaeB. B GoJIbIIMHCTBE cllyyaeB AMarHO3 OCHOBBIBAETCSI HA Pe3yJIbTaTaX CBETOBOW MUKPOCKOMUU, UMMYHO-
TMCTOXMMUYECKUX Y MOJIEKYJISIPHBIX UCCIIEIOBAHUIA.

KnroueBble cji0Ba: MopaxeHue JerkKux, JuMdorponudepaTuBHble 3a001eBaHMsI, IEPBUYHAST JTUMMOMa JIeTKUX.
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Abstract

Primary lymphomas are classified according to the WHO general classification system. Despite the fact that more than half of patients with nodular
lymphomas have lung lesions, primary pulmonary lymphomas account for less than 0.5% of all primary lung neoplasms. In addition, the most
common primary lung lymphoma, non-Hodgkin’s B-cell marginal zone lymphoma (MALT lymphoma), accounts for less than 10% of extranodal
lymphomas. Hodgkin’s lymphomas (LH) are only rarely considered primary lung lymphomas, even if the lungs are the main affected organ.
Moreover, in most cases of primary pulmonary MALT lymphoma, in-depth examination reveals other extranodal sites (for example, stomach,
colon, thyroid gland, bone marrow) that can be identified as sites of subclinical clonal lymphoid proliferation. Secondary lung damage in lymphomas
is found in half of the cases and is more common than primary pulmonary lymphoma. However, it is difficult to morphologically determine the
difference between primary pulmonary lymphoma and secondary lung damage in malignant lymphoproliferative diseases (LPDs). The aim was to
present an overview of the clinical and diagnostic features of primary and secondary lung lesions in malignant lymphoproliferative diseases.
Conclusion. Lung lesions in lymphoproliferative diseases can be primary and secondary. Primary lung and pleural lesions in LPDs are rare, while
lymphomas that secondary lung lesions are identified in 20% of the cases during autopsy. In most patients, the diagnosis is based on the results of
light microscopy, immunohistochemical and molecular assays.
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Knaccudukauus numbonpoandepaTUBHBIX 3a001eBa-
Huit (JITI3) 3a mocnennue 20 et mperepriesa 3HaAYUTe ] b-
Hble u3MeHeHud [1—3]. [lepBUYHBIE TOPAXKEHMST JIETKUX
u 1eBpsl ipu JITI3 ipencTaBisioT IMPOKU U TTePEKPhI-
BAIOLLIMIACY CIIEKTP COCTOSTHUM, IPUYMHON KOTOPBIX MOTYT
OBITH KaK peaKTUBHbBIE IMOJTUMOPGhHbBIE U MOJTUKIOHAb-
HBIE TIPOLIECCHI, TAK W pa3TNIHBIC (POPMBI 37I0KAYCCTBEH -
HbIX IuMboM. [TepBrUHbBIC TOpasKEHUS JICTKUX U TLIEBPHI
nipu JIT13 BcTpeyaroTcst peako, B TO BpeMs Kak TUMGOMBI,
BTOPUYHO TTOpaKaIOIINe JIETKHE, TIPU ayTOTICUU BBISIBIIS -
totcst B 20 % citydaeB. B GOJBIIMHCTBE CTyyaeB TUarHo3
OCHOBBIBAETCSI Ha Pe3yIbTaTaX CBETOBOI MUKPOCKOIIUH,
nmMmyHoructoxumuueckux (MI'X) u MoaekyasipHbIX UC-
cnenoBanuii. CoBpemeHHas kiaccudukauus JITI3, nmpo-
TEKAOIINX C MPEeNMYIIEeCTBEHHBIM TTOPaXXeHUEeM JIETKIX
U TUIEBPHI, MpeacTaBieHa B Ta0. 1.

Tabauua 1

Kaaccugpurxayua aumgponpoaugpepamuenvix 3ab604e6anuii,
NpoOMeKaouwux ¢ nPeUMyueCnGeHHbIM NOPAXNCEHUEM
A€ZKUX U NAeBPbL

Table 1
Classification of lymphoproliferative diseases that primarily
affect the lungs and pleura

[loGpokayecTBeHHbIE rMNepnnacTM4eckue paccTponcTea
PeaktBHas neroyHas numdonaHas runepnnasus (yanoeas)
®onnukynapHbIA 6poHXKT / GpoHXuoNUT

NumdoumTapHas MHTEPCTULMaNbHAsA MTHEBMOHWS | nieroyHas Anddy3sHas
numdonaHan runepnnasus

06Las nepemMeHHas MMMyHoAe(MLMTa (TpaHynoMaTo3Has U IUMAOLUTHaS
MHTePCTULMANLHAs MHEBMOHMSA

AyTOMMMYHHBI NMMKOCKONMYECKUA CHHAPOM

ATUNNYHas nMMdonaHas runepnnasus
Bonesub Kacnmana (opHoueHTpuyeckas, MynbTULEHTpUYECKas)
IgG4-accounmnpoBaHHoe 3aGoneBatue

3nokayecTBeHHbIE NUMAOMBI C NEPBUYHBIM NOPAKEHUEM NETKUX

JKcTpaHopAanbHas B-knetoyHas nuMdioma MapruHanbHOi 30HbI
(MALT-numdchoma)

®onnukynapHas numdoma

[IKBI kak rpynna (numdomaTonaHbIin rpaHynemartos, BHyTpucocyaucTas
numdoma, nepBuYHan akccyaatuaHas numdoma, KB, accouunpoBanHas
C XPOHWYECKNM BOCNaneHnem)

MnasmouyToma
Amunongos
BonesHb nerkux uenein
JkerpaHopansHas NKIT-numdoma, HasanbHbIi TN
Mepudpepuyeckas T-kneToyHas numdoma HecneunduLMpoBaHHas
AHannacTuyeckas KpynHoKneTo4Hasi numcoma
Knaccuyeckas X

MocTTpaHcnnaHTauMoHHLIe NUMKonponudiepaTUBHLIE 3aboneBaHus
PaHHue (nnasmatnyeckas runepnnasus, MHPEKLUMOHHbIA MOHOHYKNEO3)
MonumopdHble
MoHomopdHbIe

Mpumevanme: KB - andhcpyaHas kpynHokneTouHas B-numdpoma; X — numdoma XomxkuHa.

Lenbio HacTosIIIEr0 0030pa SIBUJIOCH OIMMCAaHKE Tiep-
BUYHBIX ¥ BTOPUYHBIX TTOPAKEHUI JIETKUX TP 3JI0Kaue-
crBeHHbIX JITI3.

AHaTomusi u ructonorus numdaTyeckon
CUCTEMbI NErkux

JIumdarryeckast cuctemMa JIETKUX TTPEICcTaBIeHa TTOBEPX-
HOCTHBIM U TJIyOOKMM CILJIETeHUsIMU. MeKanbBeosip-
HbIE TIEPETrOPONIKY, ATbBEOJISIPHBIE TIPOTOKH U aJIbBEOJTbI
He UMeIOT TnMdaTnIecKnx cocynon [4]. [ToBepxHOCTHOE
CIUTIETEHME HAaXOIUTCS TJTyOOKO B BUCLIEPaIbHOM TIIEBPE,
MEXIOJbKOBBIX Teperoponkax. [ToBepXHOCTHBIE TUM-
(baTrueckme cocypl BlagaloT B GPOHXOITYIbMOHATbHBIC
(BopoTHbIe) TuMpaTrnueckue y3ibl (JIY). [mydbokue mum-
daTtrueckue cocynbl OepyT HavyaJio Ha YPOBHE OPOHXMOJI,
CJIEIyIOT MO XOIy OPOHXUATBLHOTO epeBa 1 JIETOUHBIX
cocynoB, nocturast BOpoTHbIX JIY. JluMbarrnyeckue mytu
COCAMHSIOTCS Ha TpaHUIIAX CETMEHTOB, TOJICH 1 B TIJICB-
pe U co3malT Koyutatepain. B KoHeUuHOM UTOTEe OHM
BMAJAlOT BO BHYTPUIPYIHON JUMGbaTUYECKUI TPOTOK,
KOTOPBIiT 3aTeM OOBIYHO BMANaeT B JIEBYIO TTOAKITIOUNY -
HYIO BeHy |5, 6].

B HOpMe Ha THCTOIOTMYECKUX Cpe3ax JeTKOro JumMda-
TUYECKUE COCYIIbI OOBIYHO HE BUIIHbBI, HO OHU 3aMETHbBI MPU
HEKOTOPBIX 3a00JIEBAHUSIX, KOTOPbIE MPOSIBIISIOTCS CIIELIN-
pryecKnM rmopakeHreM TMMMaTHIECKIX COCYIOB, TAKIX
KaK KapIMOTeHHBIN OTeK 1 TUM(aHTUTUIECKII KapLIMHO-
Maro3. B nocnenHem ciyyae num@aTtuiyeckue cocyabl, MH-
(GMIBTPHPOBAHHBIE 3TOKAYECTBEHHBIMU KJIIETKAMHU, BUITHBI
B BUCLIEPAJIbHOI TIEBPE, MEXKJIOOYIISIPHBIX TIEPETOPOIKaX
W aIBEHTULIUM apTepHii, BEH U B OPOHXMOJAX.

Bce numdaruueckue cocyabl coaepkaT KianaHbl
U 4Ype3BbIYAallHO TOHKME IUIOCKHME DHAOTETHabHbIC
KJIETKH, BHICTUJIAIONINE PYAUMEHTApPHYIO 0a3abHYIO
MeMOpaHy. DHIOTeINaIbHbIe KISTKU 3KCIIPECCUPY-
I0OT XapakKTepHble MapKephl, TaKue KakK IMOJOTUIaHWH
(TpaHCcMeMOpaHHBII TITUKOIIPOTENH MYLIMHOBOTO THUIIA),
SHIIOTEIMAJIBHBIN THATypOHAHOBBIN perienTop- 1 muMda-
trueckux cocynoB (LYVE-1, romonor CD 44), mponyKTsl
romeobokcHoro reHa PROX1, peuentop-3 cOCyaucToro
sHaoTenuanbHoro (gakrtopa pocta (VEGFR-3) u pubpui-
JmH-1 1 -2. KpymHble TuMbaTIecKie COCYIbl comepKar
IIaAKOMBILIEUHbIE KJIIETKUA U KoJulareH [7].

He6onbliive noacan3ucTbie CKOIIEHUS TUMGMOUITHBIX
KJIETOK YacTO 3aMETHbBI B 06JlacTu OudypKauuu OpoH-
XOB M BOJIM3U TUCTAIBHBIX OTACIOB IBIXaTCIbHBIX ITy-
Teil U NpeACTaBISIOT cO00 OPOHX0AaCCOLIUMPOBAHHYIO
aumMmdbounnyio Tkanb (BALT) [8, 9]. BosHukHOBeHUIO
OPOHX0ACCOLMUPOBAHHOI TUMMOUTHON TKAHU CITOCO0-
CTBYIOT BUPYCHI, 3a00JIeBaHUSI COCTMHUTEILHOM TKaHH,
TabaKOKypeHue, OpOHX03KTa3bl, THEBMOHUS U T. 1. M-
myHornooynuHsl (Ig), mpexkae Bcero IgA, cuHTE3UpYIOT-
Csl U CeKPETUPYIOTCST TMM(BOLIMTAMU HETIOCPEACTBEHHO
B ITIPOCBET IBIXaTeIbHBIX ITyTEH.

Bayrpunerounsie JIY (BJIJIY) MoryT OBITh 9aCThIO
MMMYHHOM CUCTEMBbI JIETKUX U TOSIBJISIIOTCS MPU aHTU-
reHHou ctumysnsaiuu [10], Ha ayTOTICUU BBISIBISIIOTCS
B 18 % cinyyaeB. HecMoTpst Ha TO, YTO MHOTHME U3 HUX
CBSI3aHbI C KpyIHbIMU OpoHxamu, BJIJIY Ttakxxe moryt
pacnionaratbes cyorieBpaiabHo. BJIJIY BoBiaekarorcs
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B MaTOJOTMYECKMI MPOoLIecC MPU XPOHUUYECKOM JTUMbO-
LIUTAaPHOM JIEUKO3€e / METKOKJIETOUHOM JIMMbOIIUTapHOM
aumdome. Kpome toro, B BJIJTY MoryT MeTactazupoBaThb
TePBUYHBIC KAPIIMHOMBI JISTKUX MJIN KapIIMHOMBI IPYTOi
Jokanuzanuu [10, 11].

00wue nonoxeHus

3abosieBaHUs JETKUX AUATHOCTUPYIOTCSI HA OCHOBaHUM
KIMHUYIECKUX U PEHTICHOJIOTMIECKUX TaHHBIX, B TO BPEMSI
KaK OKOHYATEJIbHBIN JUArHO3 TMMMOMIHBIX TTOPaXKeHUIA
JIETKMX TTOYTH BCETa OCHOBBIBACTCS HA THUCTONIOTHH. TeM
He MEHee KIIMHUYecKasi KapTUHA U PEHTTeHOJIOTMYeCKUe
MMPU3HAKK YaCTO JarOT BasKHbBIC TTOICKA3KU, KOTOPBIE 00-
Jlervarot auddepeHuaibHylo auarHoctuky. Hanpumep,
TIPY BBISIBJICHUM 10 TAHHBIM KOMITBIOTEPHOI TOMOTrpaduu
(KT) BBICOKOTO pa3peliieHus KUCT B JIETKUX Y TallMeHTa
¢ cuaapomoM IllerpeHa MOXHO MPEIITOIOXUTH TUMPO-
LIUTapPHYI0 MHTEPCTULNATBHYIO ITHEBMOHUIO.

AHanu3 OpoHX0aIbBEOJISIPHON J1aBaXKHOU KUIKOCTU
(BAJIZX) ¢ moMol11bI0 MPOTOYHOM LIUTOMETPUU WU MO-
JIEKYJIIPHO-OMOJIOTUYECKOI TUarHOCTUKN MOXET OBbITh
BaXXHbBIM B cliydyasix B-kimeTouHbix 1MM@pOM, 0COOEHHO
P BBISBJICHUM aJIbBEOJISIPHBIX YIIJIOTHEHUM. TOHKO-
WUTOJIbHAST acTiupalus / OUOICcCUsl BHYTpUrpyaHbIX JIY
ITOJ, KOHTPOJIEM SHI0OPOHXUAJIBHOTO YIIBTPAa3ByKOBOTO
HCCIIeIOBaHUSI, TPAHCTOPaKaabHas / TpaHCOPOHXMATbHAS
OuomnCcHsI, TOTOJHEHHAS TOMOJHUTEIbHBIMU MUCCIIEI0-
BaHUSIMU, MOTYT ObITb TOCTATOYHBIMU JUISI IMAaTHOCTUKU
3JI0Ka4eCTBeHHbIX TUM®OM. TpaHcOpOHXUATbHAS KPUO-
OMOTICUS TTO3BOJISICT MOJIYUYNTh 3HAYNTEIBHO OOJIBIIIE
00pa31IoB 0e3 apTedakToB pazgaBiauBaHusl. C ITOMOIIBIO
TpaHCOPOHXMATbHONW KPUOOUOIICHU MOXKHO TOJYyUYUTh
repreprIecKre CTPYKTYPhl BTOPUIHBIX JIETOYHBIX J10-
JIeK ¥ I0KAa3aTh «JIMM(PaHTUTUIECKOE PAaCIIPOCTPAaHECHHE
nopaxeHuii. Kpome toro, rpu KproOMOINCUm BO3MOXKHO
MOJIyYUTh JOocTaToOuHbIi Matepuan mist MT'X u monexy-
JIIpHO-OMoIornueckoro aHanuza [12, 13].

Xupypruueckasi KIMHOBUIHAsI OMOIICUsI HEOOX0onuMa
IIJISI TOYHOTO M TOCTOBEPHOTO TMArHO3a TIPU ITePBUIHOM
mmumpome Xomxkkuna (JIX), T-kneTouHoii 1nmdome 1 mo-
pakeHUU JIETKUX TIPU paccestHHOM cKiiepose. [TmeBpocko-
TIHST VUTA BUAEOTOPAKOCKOITHS SIBJISTIOTCS 00SI3aTeIBHBIMU
B CJIyJasiX IJIEBPaJIbHOTO BHITIOTA, KOTAA IIUTOTOTUIESCKUIMA
aHaIu3 XUAKOCTU (C UCMOJAb30BaHUEM MOPQOJIOTUH,
MIPOTOYHOI IIUTOMETPUN U MOJIEKYIISIPHO-O0MOIOTIYE -
CKUX HCCIIeAOBAaHMIA), TIOJYICHHON TP TOPaKOILIEHTE3¢e,
HE JaeT Pe3yJIbTaTOB.

B nonosHeHUE K TMCTOJOTMYECKOMY MCCAEIOBAHUIO
PYTUHHO TTPOBOINTCSI MMMYHO(DEHOTUIIMPOBAHUE, KOTO-
poe ABIsIeTCs He3aMEeHUMBIM ITPU IUAarHOCTUKE M KJIac-
cudukauuu TUMGOUIHBIX TTOpaXkKeHW JleTkux [1, 2].
HNT'X-uccnenoBanusi, (payopecueHTHasI TMOPUAM3ALUS in
situ (FISH) u npyrue meToabl MOJEKyIIpHOKM OMOI0TUN
BBITIOJTHSIIOTCS Ha (hOpMaTuH-(PUKCHUPOBAHHBIX OMOIITA-
Tax, 3aJIUTHIX IMapauHOM, TOrIa KakK s TIPOBEICHMUS
MPOTOYHOM LIUTOMETPUU HEOOXOAMMBI CBEXKME OMOIOTH -
YeCcKHUe cpelbl (KpOBb, TUKBOP, TIEBpaIbHAas JKUIKOCTb,
KOCTHBII MO3T U T. 11.)

DKcnpeccus abeppaHTHOTO aHTUTEHA JIIOOBIM Me-
TOAOM Mo3BoJIsieT onpeneautsb noasun JIIN3. Ias noa-

TBEPXKIEHMST KIOHAIbHOCTH mpolecca B 20 % cirydaes
TpedyeTcs mouMepasHas uernHas peakuus [1, 2]. 3-3a
TECHOM CBS3M MEXIY HEKOTOPBIMM BUIAMU 37I0KAYECT-
BEHHBIX TUM(GOM U BUPYCHBIMU MHGPEKLIUSIMU (BUPYC
OnureitHa—bapp (BOB), Bupyc npocroro repreca yeno-
Beka Tura 8, Bupyc uMmmyHoaeduunta yeaoseka (BNUY),
pupyc renaturta C, T-mumdoTrpodHEIM BUpyC YeaoBeKa
TUna 1) IpoBOAMTCS CIIeIMDUIESCKOE TECTUPOBAHME STUX
areHToB B oOpa3iax ouoncuu [14, 15].

HepBMqule 3N0Ka4eCTBEHHbIE ﬂMM(bOMbI JIerkux

INepBuuHbIe TUMMOMBI KIacCUGULIMPYIOTCS B COOTBET-
CTBUU C 001Iel cucTteMoii kinaccubukaunu BecemupHoii
opranuzauuu 3apaBooxpanenus (BO3) (tabn. 2). He-
CMOTpSI Ha TO, 4TO Gosiee ueM y 50 % malueHTOB C y3-
JIOBBIMM JTMM(bOMaMH HaOII0AaeTCs MOpakeHUe JEerKuX,
MepBUYHBIE JIerouHble TuMdomMbl cocTaisiior < 0,5 %
OT BCeX MEPBUYHBIX HOBOOOpa3oBaHmMii Jierkux [16, 17].
Kpome Toro, Hanbosiee pacripocTpaHeHHasl IepBUYHAs
nuMmdomMa Jierkux — HexoIkkuHckass MALT-nmumdoma
cocranJsieT < 10 % skctpaHoaanbHbIX TuMdom [18]. JIX
JINIIB B PEIKNX CIIYYasiX CAUTAIOTCS TICPBUIHBIMY JIM-
doMamu JerKux, Jaxe eCIu JIETKHUE SIBJISIIOTCSI OCHOB-
HBIM opraHoM mopaxkeHus [19, 20]. bosee Toro, yaiie
BCero npu nepsuyHoii jerouHoit MALT-numbome npu
MMPOBEICHUM YTIYOJICHHBIX NCCICIOBAHNI BBISIBIISIOTCS
IpyTHhe SKCTPaHOIAJbHBIC YIACTKM (HAIIPUMED, XKeJIy-
IIOK, TOJICTasl KUILIKa, IIMTOBUIHAS XXeJie3a, KOCTHBIM
MO3T), KOTOPbIE MOTYT ObITh UACHTU(MULIMPOBAHBI KaK
MecTa CyOKJIMHUYECKOW KIOHAIbHON TUM(OUIHOM Mpo-
mudepaunu [1].

Tabauua 2
Kaaccugpurxauusa nepeuunvix aumgouonwvix
340KaUeCmEeHHbIX HO8000PA308aAHUI Ne2KUX

Table 2
Classification of primary lymphoid malignant tumors
of the lungs

3nokayecTBeHHbIe nMMd)OMbI C NepB1YHLIM NOpaxXeHWeMm nerkux

QkcTpaHopanbHas B-kneTounas numdoma MapruHanbHoi 30HbI
(MALT-numchoma)

®onnukynapHas numdoma

Indpchy3snas kpynHokneTouHas B-numdoma
NumdomatonpHbIi rpaHynemaros

Mnasmouutoma

Awmunnonzo3

kerpanopanbHas NKIT-numdoma, HasanbHbIi TN
Nepudepuyeckasn T-knetouHas numdoma HecneunduunMpoBaHHas
AHannactuyeckas KpynHokneTo4Has numdoma
Knaccuyeckas JIX

MneBpanbHble NUMQoMbI

MepBuyHas akccypaTuBHas numdoma

Numdoma, cBs3aHHas ¢ NMOTOPaKCOM
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Puc. 1. ITepsuunass MALT-numdoma jgerkux (KOMIblOTepHasi TOMOTpaMMa): IBYCTOPOHHUE OYaru ajbBeOJISIPHON KOHCOIUAAIMU U TIJIEBPasib-
HBIi BBIIOT (M3 JIMYHOTO apxuBa JoLeHTa Kadeapbl myibMoHonornu denepaibHOro rocy1apcTBEHHOr0 aBTOHOMHOTO 00pa30BaTEIbHOTO yupe-
KIeHUsT BeIciero oopasoBanus «[1epBbiit MOCKOBCKMIT TOCYTapCTBEHHBIN MeMUIIMHCKWI yHUBepcuteT uMenn M.M.CeueHoBa» MuHucTepcTBa
3npaBooxpaneHust Poccuiickoit @enepanuu (Ceuenockuit Yuusepceutet) C.[O. Yukunoir)

Figure 1. Primary MALT lymphoma of the lungs (computed tomogram): bilateral foci of alveolar consolidation and pleural effusion (from the
personal archive of S. Yu.Chikina, an associate professor of the Department of Pulmonology of the Federal State Autonomous Educational In-
stitution of Higher Education I.M.Sechenov First Moscow State Medical University of the Ministry of Health of the Russian Federation

(Sechenov University))

KcTpaHopanbHas B-knetoyHas numdoma
MapruHanbHon 3oHbl (MALT-numdoma)

MALT-numMmdoma siBiaseTcss Haubosee pacrpoCcTpaHEeH-
HBIM TUIIOM IEPBUYHOM JIETOUHOI TUM@POMEI, Ha KOTO-
pyto npuxoautcst ot 70 10 90 % Bcex cayuaes [21, 22].
MALT-muMmdoma 0ObIMHO MOopakaeT MaleHTOB CTaplie
60 yet, yale XKeHIINH. AyTOUMMYHHBIE 3a00JIeBaHMsI,
B OCHOBHOM cHHaApoM IllerpeHa, MpUCYTCTBYIOT IPUMED-
Ho B '/, ciyuaes. [Tpubmusutensho y 40 % nauueHToB
HaOmogaeTcs 6eCCUMITOMHOE TeYEHME, Y OCTATbHBIX —
TaKue CUMIITOMBI KaK JINXOpaaKa, HOYHOMH ITOT, HELOMO-
raHue, Kallesb, OJIbIIIKa, pexke — KpOBOXapKaHbe 1 00JIb
B rpyau. Y 60 % mauueHToOB B ChIBOPOTKE KPOBU OIIpe-
neJisieTcs mapanpoteruHeMust (mposmdepannst MOHOKIIO-
HanbHbIX IgM unu IgG). Ipyrumu HecrieupuyecKUMMU
JTabOpPaTOPHBIMU MPU3HAKAMH SIBIISIIOTCS TTOBBIIICHHBIIA
YPOBEHbB JIaKTaTaeruaporeHassl, C-peakTUBHOTO OejiKa
U [3,-MUKPOTJIOOYIMHEMMUSL.

PesynbraThl KT paznuyHbl, OHU BKJIOYAIOT albBeo-
JIIPHYI0 KOHCOJIMIAINIO C BO3AYIITHBIMU OPOHXOTpaM-
MaMU, YYaCTKHN «MaTOBOTO CTEKJIa», Y3€JIKHM, KUCTHI TN
VTOJIIIEHNE MEXKITOOYJISIPHBIX Ieperoponok (puc. 1) [23].
YyacTku Kanbuudukaum / occuduKkanm yKa3blBaoT
Ha COCYIIIECTBOBaHNE aMUJIOMIHBIX OTI0XeHU. bpoH-
XO0B3KTa3bl BCTPEYArOTCs B 00JIce KPYITHBIX OPOHXaX, YacTO
OHM MHOXXECTBEHHBIE U IBYCTOPOHHME. B penkux ciy-
yasx 3a00ieBaHME MOXKET MPOSIBISITHCS B BUIE TTOACIU -
3UCTOTO TTOPaskeHUsI KPYITHBIX IbIXaTeJIbHBIX ITyTEI WITN
ILUIeBPaJIbHOTO BEITTOTA. BOopoTHas 1 MenmnacTUHAIbHAS
JuMbaaeHOTIATHUS He SIBJISIOTCS YaCcTOM peHTTeHOJIOTH -
YEeCKOW HAXOIKOM: MPU MaTOJIOTOAHATOMUYECKOM UC-
ciaenoBaHuu nopaxeHnue JIY obHapyXuBaeTcsl TOJIbKO
B 30 % ciayuaes.

ITpu cBetoBoI Mukpockonu MALT-nmuMboMBI ¢ 110-
paXkeHUEM JIETKUX MOXHO YBUIETh CKOTUIEHUs TUMDO-

LIMTOB, HAYMHAST OT OTIEIbHBIX Y3eJIKOBBIX ITOPaXKeHU
C HEYETKO OYepUYCHHBIMU TPaHUIIAMH 10 PACTIPEICTICHUS
JMM(MAHTUTOB BIOJb BUCIIEPATbHOM IIEBPHI, MEXKIIO-
OYJISIPHBIX TIEPETOPOIOK Y BOKPYT OPOHXOBACKYJISIPHBIX
nyteil. B penkux ciydasix MoxeT ObITh UAEHTUDULUPO-
BaHO IIPEUMYIICCTBEHHO 9HIOOPOHXNABHOE IIOpaXKeHUE
(puc. 2) [1, 2, 21].

ITpu nnarnoctuke MALT-n1uM@oMBbI JIETKUX OOBIYHO
TpebyeTcs Ouorcust — TpaHCOpOHXUabHAsT KPUOOUO-
ncusi, ouorcus noa Koutposiem KT wiu yabTpa3Byko-
Boro uccienoBanus. [1pu aabBeonsIpHOI KOHCOIMAAIIUN
aHanu3 BAJIK Ha poTOYHOI LIUTOMETPUM TTO3BOJISI-

Puc. 2. Duno6poHxuanbHoe nopaxenue npu MALT-nmumbome

Figure 2. Endobronchial lesion associated with MALT lymphoma
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eT BBISIBUTh B-KJIeTOUHBII TUM@OIIMTO3, COCTOSIIUIA
M3 aTUTTMYHBIX KJIETOK ¢ MOHOTUITMYECKUM OrpaHuye-
HUeM B Bue Jierkoi 1iernu [24]. CambiM BoICOKOMH(pOpMa-
TUBHBIM METOIOM IIPU TUATHOCTUKE TTOPAXKCHMST JISTKUX
npu MALT-numdome siBasieTcst xupyprudeckast Ouorncus
JIETKUX, KOTOPast UCTIONB3YeTCs B KPaiHUX CITydasix, Korna
JIMaTHO3 HE yIaeTcsl MOATBePAUTh NIPYTUMU METOIaMU
o0ceroBaHus.

JleyeHue BKIIOYAET XUPYPTUUECKYIO PE3EKIIUIO JIOKA-
JIN30BaHHBIX (COTMTAPHBIX) TIOPAXKEHUIA, TyUYEBYIO Tepa-
10, XUMKo- 1 ummyHotepanuio [20]. [Tpu Tepanuu pu-
TYKCUMaObOM 00eCIieunBaeTCst JOJITOCPOYHAST PEMUCCHS,
OITHAKO PELUIUBHI 32001€BaHNS Pa3BUBAIOTCSI TPUMEPHO
B 36 % cnydaeB. KomOuHaLMs puTyKCMMaba ¢ XuMUOTe-
parnmeii ssBisieTcs 6oee 3 deKTUBHOIM [25].

Hammame cmMBHBIX 04aroB WJIM KPYITHBIX CKOTIJICHUI
OoJiblIMX B-KeToK ykKa3bIBaroT Ha TpaHCcHOpMaLMIO
B 11 dy3HyI0 KpynmHOKIeTouHY0 B-mumdomy (AKBJ),
4T0 BeTpevaetcs B 20 % ciydaeB U CBSI3aHO ¢ MeHee GJia-
TOIIPUATHBIM MPOTHO30M. OCHOBHBIMHU TIPOTHOCTHYEC-
CKH HEOJIaronpUusITHBIMU (paKTOpamMu SIBJISTIOTCST BO3pacT,
cranus 3a00J1eBaHUsI, 00bEM 1 JIOKAJTU3AIMsI 04aroB I10-
paxeHusl B JIETKUX, TUII JICUSHUsT, HATMIME CUCTEMHBIX
CUMIITOMOB, ayTOUMMYHHBIX 3a00JIeBaHUI, TTapampo-
TeuHeMuu. [1py HaTUYUU MJIEBPAJIbHOTO BBINIOTA WJIU
aMuyIona porHo3 yxyamaetcs. [ToBBIIIEHHBI YPOBEHb
B,-mMukpornodynuna u IV cranus, cornacHo Kinaccudu-
Kalluu, SIBIISIIOTCS HE3aBUCUMBIMM (haKTOpaMU ITPOrHO3a
st MALT-nuMdoMBbl, HECMOTpSI Ha JIOKaIU3aLMIo.

donnukynspHas numdoma

DonukysipHast TMM@oMa B LIEJIOM SIBJISIETCST HEU3JIeUU -
MbIM B-kietounsim JIT13, pazBuBaoimMcs BCAEACTBIE
TpaHchopMauuu B-kiaeTok GoaauKyIsIpHOTO LIEHTpa.
DomnukynspHas nuMmpoma xapakrepusyercs 1uddys-
HOI TuManeHonariei, mopaxxeHueM KOCTHOTO MO3ra,
CIJIEHOMETaJIuel, pexxe — APYruMU 9KCTPaHOAATbHBIMU
odaramMu ¢ TOpaKE€HUEM XKeJTyJOUHO-KUIIIEUHOTO TPaK-
Ta, JETKUX, KOXH1 U T. 1. [1]. 3a0oeBaHne pa3BuBaeTCs

y B3pOCJbIX (CpeaHuii Bo3pacT — 59 jieT), yaiie BCTpe-
yaercsl y XeHIIMH (B cooTHoueHuu 1 : 1,7). ¥ mauueH-
TOB HAOJTIOIAETCS ITUTOTIEHUST, OOIIEe CUMIITOMBI B BUIE
JINXOPAIKN, HOYHOU MOTIIMBOCTU M TIOTEPU MACCHI TeJla
BCTpeyarorcs peako. [lepBuuHoe mopaxkeHUe Jerkux
BCTPEYaeTCs PEIKO U OOBIYHO TTPOTEKAET OECCUMITTOM -
Ho. KT-kapTuHa npencraBieHa yyaCTKaMU «MaTOBOTO
CTeKJIa», MHOTIA (PEHOMEHOM «OYJIbIKHOM MOCTOBOI» MU
y3enkamu. JuddepeHumanbHbIii 1MarHo3 MpoBOAUTCS
C MaJIOMHBA3MBHOM aJICHOKapIIMHOMOW WJI aieHOKapII -
HOMOW in situ. JInarHo3 OCHOBBIBAETCS HA TUCTOJOTMYE-
ckoMm uccnenoBanuu. [Npu UT'X-uccnegoBanuy npakTu-
YECKM BO BCEX CJTyJasiX BbISIBJISIIOTCS] TOBEPXHOCTHBIE Map-
kepbl K CD20 u CD10, sinepHoe okpainuBaHue Ha Bcl6
1 MOHOKJIOHAJIbHBIM Ig, a Takke MeMOpaHHast IKCITpeccust
6enka bel-2. B mopasnstonieM OOJIBITMHCTBE CIIydaeB Bbl-
SIBJISIETCS XapakTepHas TpaHcaokauus t (14; 18) (q32; g21)
¢ yuactueM reHoB IgH/bcl-2. B GOJbIIMHCTBE ClydyaeB
JieueHUe BKJIoYaeT XMMUOTepaIuio U putykcumao [1].

OundpdpysHas kpynHokneToyHas B-numdoma

JKDBJI siBiisieTcst BTopbIM HauboJiee pacnpoOCTPaHEHHBIM
TUIIOM MIEPBUYHOM JIETOYHO JIMM(MOMBI, 0OBIYHO TTOpa-
JKaeT MOXMUJIBIX Tofei B Bo3pacte 60—70 ner [1, 2, 25].
OcHoBHbIMU MopdosornueckuMu Bapuantamu JKBJT
SIBJISIIOTCS LIEHTPOOIACTUYECKU N, UMMYHOOJIACTUYECKUIA
W aHATUTAaCTMYCCKUI BapuaHTHl. MOJIEKYISIpHBIC IO -
TUIIBl — 3TO TePMUHATUBHBIN LIEHTP, B-KIeTKU 1 aKTH-
BUpoBaHHbIe B-kieTku. OaQHAKO 4acTO MOJIEKYJISIpHbIE
BapUaHTHI MOTYT ObITh OMOJIOTUYECKN TeTEPOTEHHBIMU.
LleHTpobmacTMUYeCcKMii BapUaHT XapaKTEPU3YETCS KIIeT-
KaMM C OBaJIbHBIMU WUJIU KPYTJBIMU BE3UKYISIPHBIMU
SApaMU U CKyIHOW OyienHoi nuTomnaazMoil. UMMyHo-
0JIaCTHBIN BapUAHT COAEPXKUT KPYIHBbIE TUMGbOUTHBIE
KJIETKU C KPYIJIBIMU MJIA OBAaJbHBIMM BE3UKYISIPHBIMU
SIApaMU U OMHUM LEHTPaJIbHO PACIIONOXKEHHBIM 3aMeT-
HBIM SITPOM M CKYJTHOM MW yMEepeHHOI 0a30DuibHOI
muToruiasMoit (puc. 3A). B HEKOTOPBIX CIydasx MOXKET
HabaaaThes Miaa3MonuTapHas nuddepeHInpoBKa

Puc. 3. TepBuuHas nuddysHas KpynHokieTouHas B-KpyrnHokieTouHas JuMpoma Jerkux, MMMYHOOJIACTHBII BapuaHT: A — CKOTUIEHUE KPYII-
HBIX TUMGOMIHBIX KJIETOK ¢ KPYIJIBIMU WJIM OBAIbHBIMU BE3UKYISIPHBIMU SIIPAMU U OMHUM LIEHTPAILHO PACIIONIOXEHHBIM SIPOM C HEGOIBIINM
WM YMEPEHHBIM KOJMYECTBOM 0a30(MJIOB, BE3UKYISIPHBIMU SIIPAMU C OIHUM LEHTPAJIbHO PACIIOIOKEHHBIM 3aMETHBIM HYKJICOJIOM U CKYIHOMI
WJIM yMEPEHHO 6a30(MILHOM IUTOIIa3MOM; B — ToKanmm3anus B KpYIIHBIX OpOHXaX, MH(UIBTPALINS OITyXOJEBbIMU KJIETKAMU

Figure 3. Primary diffuse large B-cell lymphoma of the lungs, immunoblastic variant: A, accumulation of large lymphoid cells with round or oval
vesicular nuclei and one centrally located nucleus with a small or moderate number of basophils, vesicular nuclei with one centrally located promi-
nent nucleolus and scant or moderate basophilic cytoplasm; B, localization in large bronchi, infiltration by tumor cells
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C 3KCILIEHTPUYHO PACIIOJOXEHHBIMU SIApaMU. AHara-
CTHYECKUI1 BapUaHT XapaKTepU3yeTCsT KPYITHBIMH TIJIe-
OMOPGHBIMU KJIETKAMHU C TIPUIYIJIMBBIMU HEePeTyIIsIp-
HBIMU SIApaMM (4aCTO MHOTOSIIEPHBIMU) M PA3TUIHBIM
KOJMYECTBOM LIMTOTIa3MBbl.

Kitetkm m1uM@dOMBI TTOJIOXKUTEIILHBI Ha MapKephl
k CD20, CD79a, PAX5, CD10 (30—50 % ciyuae), BCL6
(60—90 %), MUM1 (35 %), MUM1 (35—65 %), BCL2
(47-84 %) nu CDS5 (5—10 % cnyuaeB). Hekotopbie ciy-
yau JIKBJI, ocobeHHO aHamiacTUUYeCK1ii BApUaHT, SKC-
npeccupyior CD30. [TonoxutenbHoe okpauiBanue Ki67
0OBIUHO BhISIBJIsICTCS Oostee yeM B 40 % HeoIiacTUIeCKUX
KJIETOK (B HEKOTOPBIX CIIyyasiX 3TO 3HAUEHHE MOXET Ipe-
BeImath 90 %). Caygan CD10* KimaccruuInpyroTcsT Kak
TepPMUHATUBHBIN ITOATHUIT B-KJIETOK TepMUHATUBHOTO
LIEHTPA; 3TO TAKXKE OTHOCUTCS K CITydastM, KOTIa MapKep
K CD10 ne onpeaensiercst (CD107), HO ecTh aKcmpeccus
BCL6" u MUMI. Ilepectpoiika BCL6(3q27) Habaona-
ercst He Gojiee ueM B 30 % cayuaes JIKBJI. ITpu JKBJI
pacrmpocTpaHeHHOCTb MyTalmu ¢ (14; 18) ¢ yuactuem reHa
BCL2 cocrasiet no 20 % ciaydaes, nepectpoiika MYC —
npuMepHo 8—14 % ciyuaes [26].

JKBJI nposiBasieTcss Kak riepBuuHas iumMmpoma Jer-
KNX, B BUIE y3/10BOro (4ame) win auddy3Horo oopa-
30BaHUS, MHOTA 3aHUMAIOIIEro OOJbIIYIO YacTh JOJIU
U COIPOBOXIAIONIETOCS oYyaraMu HeKpo3a. XapakTep
pocTa — MapeHXUMAaJbHBIN WIN SHI00POHXUATBHBIN
(cM. puc. 3B), XOTsI OH MOXET IMPOTEKATh C TIEBPATbHBIM
BBIMIOTOM U TJIEBpaIbHBIMU 00pa3oBaHUsIMU. CHUMIITO-
MbI BKJIIOUAIOT KallleJib, KpoBOXapKaHbe, cyodeopuib-
HYIO IMXOPaAKy U acTeHUo. JlJabopaTopHBIE TECTHI He-
cnenuUIHbBI, I TUaTHOCTUKY TPeOyeTcs OMOIICHUS;
OOBIYHO TIOCTATOYHO HEOOJBIINX 00pa3L0B OUOITATA.
B neyenun ucnonwszyercs cxema R-CHOP (putykcu-
Mab, uukjgodochamMul, 1OKCOPYOULIMH, BUHKPUCTUH
U TTIOKOKOPTUKOCTEPOUIBI); S-JIETHSIST BBIKUBAEMOCTD
0e3 rnporpeccupoBaHus U 00111as1 BBIXKMBAEMOCTb COCTaB-
Js10T okoJio 60 1 65 % cootBeTcTBeHHO. T-KIeTOUHAs
MMMYHOTEPAIs ¢ XUMEPHBIM aHTUTEHHBIM PELIEITTOPOM
(CAR) HenaBHO OblT1a Mpu3HaHa 3(POEKTUBHBIM METO-
JIOM JIeYeHHs MallMeHTOB C PeMANBAMU U pedpakTep-
HbIMU opMamu [27].

NumchomaTonaHbIN rpaHynemaros

JlumdomaTouaHselii rpanyiemMato3 cuutaetcs JITI3,
00yCIIOBJICHHBIM akTuBalMeil B-kimetok BOb, Bo3HM-
KaeT y JIIoaeil ¢ SBHBIMU WU KIMHUISCKU HESIBHBIMU
nedeKTaMu KJIETOYHOrO M, BO3MOXHO, TYMOPaJIbHOIO
ummyHuteta [1]. [TpeapacnosiararomiiMu K pa3BUTHIO
JTMM(POMATOMTHOTO TPaHyIeMAaTo3a SIBISIOTCS CUHAPOM
Buckorra—Onapuua, BUY-nndexkums n X-cuerieHHbIi
nuMdonpoaundepaTuBHbINA CUHIPOM, IJIUTEIbHAsS Tepa-
ST METOTPEKCATOM WIIM a3aTHOTIPUTHOM ayTOMMMYHHBIX
3a00JieBaHUI.

3aboneBaHMe OOBIYHO TOSABISIETC Y MalueHTOB oT 40
10 60 j1eT, MHOTAa pa3BMBAaETCA Y AETE U MOXKMIBbIX. MyxK-
YHHBI CTPaAaloT B 2—3 vaille, YeM XeHIInHbl. Haubomnee
pacIpoCTpaHEHHBIMU KaJI00aMH SIBIISTIOTCST OIBIIIKA, Ka-
1I€JIb U 00JIb B TPYIU, TMXOPaaKa, HEIOMOTaHWE U MOTeps
Macchel Tena. Y < 40 % malueHTOB TakKe OTMEYaroTCsI

KOXHBIE Y3€JIKU, SI3BbI, ChIMb, Mepudepruieckue HeBpo-
MaTUU UM CUMIITOMBI, XapaKTEepU3YIOIIue MopaxeHne
LIEHTPAJIbHOM HepBHOI CCTeMBI. B miporiecc MOryT OBITh
BOBJICUCHBI HAATIOUCUHUKHU, TIpeIcTaTebHas Kejesa,
rneyeHb U mouku. IlopaxxeHue XeaynouyHO-KUIIEYHOTO
TpakTa, CeJIe3€HK1, KOCTHO-MbIIIEUHOI cucteMbl uan JIY
BCTpevaeTcsT peako. B KpoBu HabogaeTcs JICHKOILIMTO3
WJIN JICUKOIICHYSI ¥ TIOBBIIIICHHBIN YPOBEHb CHIBOPOTOU-
Hbix IgG nnm IgM, anturtena k BOB.

Mo pesynbratam KT nerkux 6omnee uem B 80 % ciryda-
€B BBISIBJISTFOTCST IBYCTOPOHHME MHOXECTBCHHBIC Y3€IKHI
B 001acT GPOHXOCOCYIUCTOTO TTydKa. CeTyaTo-y3/1oBa-
Thle MHOWIBTPATHI, a TAKXKE COJMTAPHbIC MHMUIBTPATHI
I 00pa30BaHUsT; YIaCTKI «MaTOBOTO CTEKJIa» M MEJIKIE
JIETOYHBIE Y3€JIKH C IIPEUMYIIIEeCTBEHHBIM TIePUOPOHXOBA-
CKYJISIDHBIM M CKYIHBIM 10 TTepudeprun BCTPEIAIOTCS peli-
KO. [leBpabHblii BHINOT HAOMIOAAETCA Y '/, MALIMEHTOB.

TTo3utpoHHO-3MuUccruoHHast ToMorpadust (ITOT) He-
00XomrMa 1T BEISIBIICHHS TIOPaKeHUS B JISTOYHOM TKaH!
u npyrux Mectax. CooOIIaeTcs 0 CIydasix BhIpaskeHHBIX
9HA0OPOHXMAIBHBIX MPosiBIIeHU. [IuddepeHunanbHbIi
JMarHo3 TMMMOMaTOUIHBII rpaHyieMaTo3 NPOBOAUT-
¢S ¢ MHGEKIUSIMH, TICPBUYHBIM PAKOM JIETKUX U / WA
MeTacTa3aMu, OpTaHU3YIOLIECS ITHEBMOHUEN, TPaHy-
JIEeMaTO30M C TTOJIMAHTUUTOM, Y3JIOBOM / SKCTpay3JI0BOM
T/NK-xnerounoit tumpomoit u IgG4-acconnmpoBaH-
HBIM 3a00JIeBaHUEM JICTKUX.

MakpoCcKONMY€eCKH JIETKUE U APYTME MMOPAXKEHHBIE
OpraHbl coiepXkaT XKeJTOo-0ejble XOPOIlo OYepUeHHbIE
YYaCTKM C TBEPAOUW WU 3EPHUCTON CTPYKTypoit. Mu-
KPOCKOIMMYECKH JTUM(POMATONTHBIN TpaHyJIeMaTo3 Xa-
paKTepU3yeTCs y3eJIKaMHM, COIepXKaIluMU TTOJTUMOpd-
HBII TUMOOUAHBIN MHOWIBTPAT C aHTMOLEHTPUUECKUM
pacnpeneieHreM. boJbIIMHCTBO KJIETOK MPEACTaBIEHbI
T-mmponmtamu (ipermytnectBeHHO CD4* - mmmdorn-
TBI) C HEOOJIBIITUM KOJIMYECTBOM THUCTHOIINTOB, TUIa3Ma-
TUYECKMX KJIETOK U UIMMYHOOJIACTOB, YACTO C HEKPO30M
B LIEHTPE KJIETOK. boJsiee KpymHble KIeTKY MPeacTaBIeHbI
B-mamdoruramu (CD20* u CD79a"), mHpuimpoBaHHBI-
mu BOB. HecMmoTps Ha Ha3BaHuMe 3a00J1eBaHMsI, XOPOIIIO
c(opMHUpPOBaHHBIE TPaHyJIeMbl OTCYTCTBYIOT. OCHOBOIIO-
Jlararolee 3HaueHue JJ1s1 yCTaHOBJICHUS [MarHo3a UMeeT
HNTI'X-uccnenosanue.

Teuenne TMMGbOMaTOUIHOTO TpaHyJIeMaTo3a PasJiv-
YaeTcs OT BSUIOTEKYIIEro 10 arpeccuBHoro. [1pu kinuHu-
YeCKHU arpecCUBHBIX (hopMax TpeOyeTcss Ha3HAaUeHUe XU-
MMOTEpaIT PUTYKCUMAOOM MJIN TPaHCILIAHTALIMS CTBO-
JIOBBIX KJIETOK. B Oosiee JIerkux ciaydasx Ipu BSUTOTEKY-
1IEM TEYEHUU TPUMEHSAETCS TEPATIUs UHTEP(HEPOHOM-QL,
U LIUMKJIOCTIOPUHOM, HarpaBjieHHas Ha B- u T-numpo-
UTHI, THGUIpoBaHHBIe BOB. JleTaasHOCTE cocTaBs -
et 10 63 % ciayvaeB, MearaHa OOILLEl BbIKMBAEMOCTU —
14 mec. [28, 29].

Mnasmouutoma

BHekocTHOMO3TOBBIE (3KCTpaMeny/IspHbIe) Maa3ma-
LIMTOMBI Yallle BCETO MOPaXaloT BEpXHUE IbIXaTeJIbHEIC
myTy. [1lepBUYHBIC MIA3MOLIMTOMBI JISTKUX BCTPEUYAIOTCS
KpaiiHe peiko, OOBIYHO B Bo3pacTe 5—6 JeT, U mpoTe-
KaroT 6eccuMnToMHO. OTMeEUaroTCs KallleJb, OIbIIIKa
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1 KpoBOxapkaHbe. B oTiMure oT MHOXECTBEHHOI Mue-
JIOMBI, ¥ OOJIBHBIX MOXKET OTCYTCTBOBAaTh CHIBOPOTOY-
HBIII M-T1apanpoTenH uinu jierkue uenu benc—JIxxoH-
ca B moue. [lo maHHHBIM peHTTeHOTpaduM Yale BCero
BBISIBJISIETCSI COJIMTapHOE 00pa3oBaHME B CPEeIHEH YacTu
JIETKOTO WJIM B BOPOTaX JIETKUX, HO MOTYT BO3HUKATh
" Tiepudepudcckre mopaxkeHusI. OMyXoJn JOCTUTAIOT
2,5—8,0 cM, yale Bcero oOHapyXKMBAIOTCS B KPYITHBIX
OpoHxax, MHOTIa nmopaxaroTcs peruoHapHbie JIY. I'u-
CTOJIOTMYECKU B TTAPEHXMME JIETKOTO U XpSIIaX OpOHXOB
00HAPYKMBAIOTCS CKOTUICHUS TIIa3MAaTUIECKUX KIIETOK,
MMEIOIINX B T. 4. OMHYyKJIeapHble (OpMbI. BoJIOKHUCTBIE
TSKM ITPOXOISIT Yepe3 OIyX0Jib, a aMWIOUIbI WU JIETKUE
LIETT MOTYT OBITh CBSI3aHBI ¢ HOBOOOpa3oBaHreM. MoryT
SKCIIPEeCCUPOBAThHCS JIETKHE LIeTH X U A, a IgG, IgA u IgD
MOTYT TIPOAYLIMPOBATHCS OIYX0Jiblo B BUuae M-0eKoB.
JuddepeHumanbHass AMarHOCTUKA MTPOBOJUTCS C TIUM-
(oMoif MapruHAIBLHOM 30HBI C TIA3MALIMTOMIHBIMY TP -
3HakaMu, Muopuodbpodiacromoil. TeueHue 3To peaKoit
OITYXOJIM M3YYEeHO HEIOCTaTOYHO, CUMTACTCS, YTO XU-
pypruyeckoe JieueHue Wiu JydeBasi Teparusi MOTyT ObITh
3¢ GeKTUBHBIMA. B HEKOTOPHIX CITydasx rra3MaiiTOMBI
TpaHCHOPMUPYIOTCS B MHOXKECTBEHHYIO MuetoMy. Hamm-
Y1e WJIM OTCYTCTBHUE, a TAKXKEe KOJIMUYECTBO M-mipoTenHa
MOTYT OTpaxKaTh CTENIEHb PACIIPOCTPAHEHHOCTH OIYXOJIH,
a TIOBBILIIEHNE WJIU CHUKECHUE €r0 YPOBHS MOXET OBITh
TaKKe CBSI3aHO C PEIUINBOM WIN YCITCITHBIM JICYCHUEM
COOTBeTCTBeHHO. OO0IIasT S5-JIeTHSIST BBIKMBAEMOCTh CO-
crasisieT 40 % [30].

AkctpaHoganbHas NKIT-knetouHas numdoma
(HasanbHbIN TMN)

OxcrpaHonanbHas NK/T-knerounas mumdboma (Ha3alb-
HBII TUIT) — 3TO MPEUMYIIECTBEHHO 3KCTPaHOIaIbHAS
mmMdoma NK- nnm T-KIeTouHOTro TpOUCXOXIeHUS, Xa-
pakTepu3yeMasi MOBpexKIeHUEM U JeCTPYKIIMEN COCYIOB,
BbIPAXKEHHBIM HEKPO30M, LIMTOTOKCUYECKUM (PEHOTUTIOM
u acconmanmeir ¢ BOb. OHa pa3BuBaeTCs MpenMyIIecT-
BEHHO Yy My>KUYMH-a3MaTOB 1 JaTUHOAMEPUKAHIICB CPe/l-
Hero Bo3pacTa, HO MHOTIA BCTPEYaloTCs U B 3aIlalHbIX
crpaHax [1, 2].

DkcrpanomanbHasa NK/T-kiaeTtounas numdpoma
(Ha3aJIbHBIN TUIT) TIPOSIBIISIETCST B BUAE OMYXOJICH MU
0YaroB IEeCTPYKIIMU B MOJIOCTHA HOCA, BEPXHEUETIOCTHBIX
rnasyxax, TBEpIOM HEOE, JTerKUX. XapaKTepPHbI JIETOUHbIE
(kpoBoxapKaHbe, 00Jib B Tpy/i1) 1 o01IME (JIMXopaaka,
acTeHMsT) CUMIOTOMBI. [IepBBIe CUMIITOMBI MOTYT OBITh
00yCJIOBJIEHBI COITYTCTBYIOLIMM JIETOYHBIMU UHMEKIIUSI-
MU (TpUOKOBBIMU, BUPYCHBIMU) WU TeMO(arouuTapHbIM
cuHapoMoM. [Tpu 1a6opaTOpPHBIX UCCIIETOBAHUSIX BBISIB-
nsercs numdormroneHus (CD4") B nepudepudeckoit
kpoBu [20]. TTo jaHHBIM MYJIbTUCTIMPATBLHONH KOMIbIO-
TepHoii ToMorpaduu (MCKT) HaGmomaeTcst XxapakTepHast
KapTHUHA B BUJIE Y3¢JIKOB WJIM 00pa30BaHUil ¢ HEKPO30M.
Or1yxoseBbIe KJIETKH OOBITHO 3KCITPECCUPYIOT LIMTOILIA3-
Matuueckuit CD3, CD2*, CD5*, CD7*CDI16" / (CD167)
1 CD56" 1 UMEIOT aKTUBUPOBAHHBIN LIUTOTOKCUYECKUIA
npodunb. 1o onpeneneHuIo Bce cayyau 3a0071eBaHUST
aCCOILIMMPOBAHBI C BKCIIPECCUEH B OITyXOJIEBBIX KJIETKaX
MapkepoB tateHTHoI BOb [31].

Mepudepuyeckas T-knetoyHasa numdoma
HecneuudmLMpoBaHHas

IMepudepuueckas T-kaeToyHas aum@oma Hecrielupu-
LIMPOBaHHasI MPeNCTaBIsIeT COOOI reTepOreHHYIo KaTero-
PHIO HOOYJISIPHBIX U 9KCTPAHOMYIISIPHBIX 3peJTbIX T-Kite-
TOYHBIX TUM(MOM, KOTOPBIE HE COOTBETCTBYIOT HU OTHOM
n3 T-numdom o knaccudukauuu BO3. INepudepuye-
ckas T-xknerouHas tuMm@oma HecreHUULIUPOBAHHAS
BCTpEUYaAETCs MPEUMYIIECTBEHHO Y B3POCIbIX, TCUCHUE
arpeccuBHOe. [TalIMeHTHI KaTYIOTCS Ha KallleIb, OIBIII-
Ky, 00JIb B TpYAU, JIMXOPAAKy U KpOoBOXapKaHbe. Jlerou-
Has uHdekus (bakTepualbHasi, TpUOKOBAsT WU JaXe
BUPYCHas) MOXET OBITh TIEPBBIM MPOSIBJICHUEM JTUMpO-
MbI. [1o pe3ynbTaTam aHaan3a KPOBU MOTYT BEISBISITHCS
JMMOTIeHNs, 203MHOMD IS, ayTOAaHTUTEIa (HarpuMep,
ANCA). I'eModaroiuTHbI CUHAPOM BCTpevaeTcsl pei-
KO, HO SIBJISICTCS IIPOTHOCTUYECKU HEOIAroNpusITHBIM
ocIoxHeHneM [32].

XapaktepHoit KT-kapTuHOI SIBJISIFOTCSI aJlbBEOJISIP-
Hasi KOHCOJIMAAMsI, KPYITHbIE Y3€JKU C KaBUTallUei
1 0e3 TAaKOBOI. YUaCTKM «MaTOBOTO CTeKJIa» U / WK (e-
HOMEH «OYJIbIKHOM MOCTOBO#» U IIJIEBPAJIbHbIIA BBIIIOT
KakK TepBoe MPOSTBICHNE TMM(OMBI BCTPEYaIOTCS PEIKO.
LluTonorust onmyxoJieBbIX KJIETOK MpeAcTaBjieHa MOJIU-
MOP®OHBIMU 10 MOHOMOP®HBIMU KJieTKamu. [Tpenmyiiie-
CTBEHHO OITyXOJIEBBII KIIOH — 3TO MHOXKECTBO MEJIKUX /
CPeIHUX W / WK KPYITHBIX KJIETOK C HeTIPaBUJIbHBIMU,
TIeHOMOP(MHBIMU, TUTIEPXPOMHBIMU WJIM BE3UKYJISIP-
HO-CKJIaAJ9aThIMU SIApaMU, BBIPaXKEHHBIMU SIIPHIIIKA -
MU B CTaIuU MUTO3a. TakKe MOTYT OBITh IIPO3pauyHbIe
kietku u Kietku Pupa—Illtepn6epra. B penkux ciayyasx
HaOoaaeTcs peobaagaHue METKUX TUMGOUIHBIX KJle-
TOK C aTMITMYIHBIM SIIPOM HeTlpaBUIbHOM popmbl. He-
OIUTACTUYCCKHE KIIETKU SKCIPECCUPYIOT T-KIIETOUHBIE
Mapkepsl (CD3" u CD2* ¢ dpenotunom CD4* unm
CD8*, nBoliHas TTO3UTUBHAs / IBOKHAas HeraTUBHas
CD4 / CD8, CD15" / penko — B BHIe KOIKCIIPECCUN
¢ CD30). Bxcmpeccus CD15* cBsg3aHa ¢ HeOIAronpusIT-
HBIM ITPOTHO30M. OTMyX0JIeBbIe KIETKN WH(PUIBTPUPYIOT
MapeHXUMY JIETKUX C TIePUBACKYJISIPHBIM / TIepuiinMpa-
TUYECKUM pacrpeneieHUEeM.

JleueHne BKITIOUaeT KOMOMHMPOBAHHYIO XUMUOTepa-
TIHIO, B T. 4. BBICOKOAO3HYIO XMMUOTEPAITHIO C TPAHCTLIAH-
Talueil ayTOJOTMYHBIX CTBOJIOBBIX KJIETOK, UTO O0YCIOB-
JIMBAET JIy4lIyI0 BBDKMBAEMOCTh 0€3 TIPOrpecCUpOBaHUS
3a0omeBaHus [33].

AHannactuyeckas KpynHoknetouyHas numeoma

AHarutacTyeckasi KpynHokiietouHas tumMdoma (AKKIT) —
penkast HexomkknuHcKass T/NK-knerounas numdoma.
ITo xnaccudukaimuu BO3 (2017) AKKJT onpenensiercst Kak
HoBoobOpa3oBanue CD30*T/NK-kjeTok, KoTopoe aajiee
TToIpa3aeIsieTcsT Ha 2 OTAEIbHBIC IMHUIIBI TT0 SKCIIPECCHH
o6enka AJIK (AJIK-no3utnBHass ALCL n AJIK-oTtpuna-
teabHast AKKJI). ITpucyTcTByeT XpoMOCOMHast TpaHCI0-
kauus t (2p23) c yuactuem reHa ALK [1, 34].

Jlerkue SIBISTIIOTCSI OOBIYHBIM MECTOM BTOPUYHOTO
nopaxeHus cucteMHoi T-kimerounoit AKKJI, onHako
coo01IaeTcs 0 peaKUX ciaydasix MepBUYHOMN JeTOYHOMI
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T- nnu NK-xnerounoit AKKJI. ITo nanueiMm MCKT
B JIETOYHOI TTapeHXUME OIpPenesIIoTCsI 00pa30BaHUs
WJIN OOWHOYHBIC Y3€JIKH, PEAKO — B BUIE SHIOIIOMU-
HaJIbHOTO 00pa30BaHUs (PacCIIMPEHMs) B IbIXaTeIbHBIX
nyTsix. Mopdoaornuecku xapakrepusyercst 00JbITUMU
AHATJIACTHYECKUMM, TITICOMOP(MHBIMU KJIETKAMU C MO~
KOBOOOPA3HBIMU SIIpaMU M OOMIBHON IIUTOTLIA3MOM.
B GosibLIMHCTBE CiiyyaeB OIPEAeIsIFOTCS MOJOXUTEb-
Hble naH-T-kneTouHble Mapkepbl (CD2, CD3 unu F1),
XOTSI HEKOTOPbBIE KJIETKH U3 HUX MOTYT OBITh OTPULIATEI b~
HBIMU JIJIST 3TUX aHTUTEHOB (HYJICBOU KJIIETOYHBIN (peHO-
THT) WJIK OTPULIATETbHBIMM — IS OOIIIETO JIEUKOIIUTap-
Horo aHTureHa. OmyxoJyieBble KJIETKU DKCIIPECCUPYIOT
CD30*. AJIK-nmonoxurenbHast dopma AKKII xopoiio
IMOAMaeTCs JICYCHUIO, B TO BpeMs KaK KIMHUYECKUIA
ncxon AJIK-ueratuBHoit AKKJI ipu TpagniinoHHOM
XUMHUOTepanuu xyxe [35].

Numdpoma XomkknHa

Knaccuueckas JIX kak 3a00jeBaHue ¢ IEPBUYHBIM IO~
paxkeHueM JIETKUX BCTpedaeTcst peako [2, 36—38]. 3a6o-
JIeBaHME Yallle pa3BUBACTCS Y XXEHIIMH OoJIee CTapIIero
BO3pacTa 1o CpaBHEHUIO ¢ y3/10Boii (hopMoii JIX, koTopas,
B CBOIO 04epeb, pa3BuBaeTcs B Bo3pacte 16—35 ner. Co-
ob1IaeTcst Takke o ciaydyasix Bo3HUKHoBeHus JIX ¢ nep-
BUYHBIM TTOPAKECHUEM JIETKHX Y MMAIIMEHTOB, TIOJTYIaBIINX
METOTpeKcaT B paMKax JICUCHHST ayTOMMMYHHBIX 3a00J1e-
BaHuii [39].

ITpu JIX ¢ mepBUYHBIM MTOpaXXeHUEM JIETKUX IO TaH-
HbIM KT BEISIBISIIOTCS PETUKYIISIPHBIC M3MEHEHUS C eI -
HUYHBIMY W MHOXECTBEHHBIMU y3eJIKaMH (Y4acTo C T0-
JIOCTBIO WJIW KaBUTALMEl) U aJlbBEOJISIpHAsI KOHCOIMIA-
mst. KiimHraeckast KapTrHa MpeACcTaBIeHa KallieM, JIN-
XOPaIKOii, TTOTepeil MacChl Tejla, HOYHOU IMOTIMBOCTHIO,
OIIBIIITKOM, YTOMJIIEMOCTBIO, aHOPEKCHEH, OOJTBIO B TPy
u / wiu 3ynoMm. J1Jis moaTBepKaeHus AMarHo3a Kjiaccuye-
ckas JIX HeobxonuMo BoisiBieHUe KieToK Puna—IlTep-
HOepra WM UX BapUaHTOB. DTHU KJIETKU ITOYTH BO BCEX
ciydagx skcnpeccupyior CD30" u B O0JBIIMHCTBE CITy-
yaeB — CD15%. B-kieTouHast mpupoja KJIeToK XOMKKM -
Ha—Puna—IlITepHOepra noaTBepxxaaeTcs dKcIpeccueit
cnenuduyeckoro mis B-kiaeTok akTuBaTopHOro 6ejika
PAX-5.

HuddepenumnanbHbiii nuarHo3 JIX ¢ mepBUUYHBIM
MMOpakeHUEM JIETKUX TTPOBOIUTCS C BOCITAJIUTEIBHBIMK
1 3JI0KAYECTBEHHBIMH TIpolieccaMy, MH(MEKIUSIMU, cap-
KOUI030M, HU3KoauGGepeHIMPOBAHHO KapIIMHOMOIA,
COJIUTAPHOI (PUOPO3HOI OMYyXO0JIbl0, MUO(PHUOPOOIACTO-
MO ¥ HEXOKKUHCKUMY JTUMMOMaMU.

ITporHo3s mist nayeHToB ¢ JIX 1 mepBUUYHBIM MOpa-
JKeHUEM JIETKMX HeOMHO3HauYeH. PelinanBel BOSHUKAIOT
B JIETKUX B BUJIE MOJMCETMEHTAPHOIO MOpaxkeHUsI ¢ (pop-
MMpPOBaHMEM TTOJIOCTEM (KaBUTALIKEil), TIIIEBpEe M IPYTHX
opraHax.

¥V naumenToB ¢ JIX u nopaxxeHueM JIErKUX, CBsSI3aH-
HBIM C METOTPEKCaTOM, TPUMEHEHUE OJJCOMULITHA MOXET
TIPUBECTH K YCUJICHUIO ITOPasKeHMUSI JIETKUX, TT03TOMY B Ka-
YECTBE aTbTePHATUBBI UCTIOJB3YIOTCSI CXEMBI, COCTOSIIITIE
U3 OpeHTykcumaba, BeJoTMHA B KOMOMHALIMM C JOKCO-
PYOUIIMHOM, BUHKPHUCTUHOM U TOKCOPYOUIIMHOM, BUH-

O6nactuHoM U gakapo6asuHoMm [40]. Tepanus aHTUTeIaMU
Kk PD-LI (6e710K B TKaHU EPBUYHON ¥ METACTATUUYECKOMN
OITyXOJIN) AAET MOJOXUTEAbHbIN 2 (HEKT Mpu peLuauBY -
pytoireii / pedpakrepHoit hopme JIX.

MneBpanbHaa numdgoma

K n1ByM OCHOBHBIM THIIaAM TUIEBPAIbLHOU JIUMQPOMBI OT-
HOCSTCS MepBUYHas aKccyaaTuBHas aumaoma (I1DJ1)
npu BUY-uHbeximu nu nuoTopakc-acColuMpoOBaHHbIE
mmmdomsl (ITAJT), cBg3anHbIe ¢ BOB mim muotopakcom.
HenaBHo Takxke coob111aoch 0 peaKoii hopme mposnde-
pauuu KpymHbix B-kaeTok, oOHapy>KeHHOI ciyJaitHO
¢ (GMOPUHOM B TIJIEBPAIBHBIX WJIN IPYTHX OTPaHNYECHHBIX
aHaTomuueckux npocrpaHcrax (JAKBJI, accouunpoBaH-
Has ¢ hpubpuHoM) [1, 2].

nepBW-IHaFI JKCCyAaTUBHas JWIM(*)OMa

[MepBuuHas akccynatusHas auMboma (I1DJ1) mpencras-
JIsIeT co00il cBOe0oOpa3Hylo (opMy 3710KaYECTBEHHOTO
JITT3. CornacHo knaccugukanuu BO3, kinaccuueckue
I1DJ1 mposBISIOTCS B BUIE CEPO3HBIX BHITTOTOB ¢ 00pa-
30BaHMeM uau 0e3 obpa3oBaHuii [2, 41]. BHenonocT-
Hble [1DJI BcTpeyatoTcs pexke M COCTaBIISIIOT IPUMEPHO
'/ cnyyaes. Ota popma tumdomel BosHuKaeT y BUY-
WHGULIUPOBAHHBIX MAIIMEHTOB, MHOTIA MOCJIe TPaHC-
TUTAaHTAIIMK, ¥ TTAIIMEHTOB TTOXUIIOro Bo3pacTta. Omyxo-
JIeBbIe KJIETKHU MpPeACTaBlIeHbI B IIMPOKOM Arara3oHe,
OT KPYMHBIX UMMYHOOJIACTHBIX 10 aHATJIACTUYECKUX
dopm. B 6osnbinHCTBE ciyvyaeB (Kak npasuio, y BUY-
WHQUIIMPOBAHHBIX) OMYXOJIEBbIe KJIETKI KOMH(MUIIUPO-
BaHbl BODB, skcnpeccupytor CD45" u CD30*. MoxeTt
HabJI0AaThCsl AKCIPECCUst MapKepoB TEPMUHATbHOUN
nuddepeHmpoku B-nmumdbonuros, Takux kak MUM1,
CD38* u CD138". Takke MOXeT 0OHAapyKUBaThCST abep-
paHTHas skcnpeccust T-kKaeTouHbix MapkepoB (CD2,
CD3, CD4 u CD)5) [42]. BapuaHnThsl geueHus [1DJ1
BKJIIOYAIOT LUKIJIohochaMua, TOKCOPYOULIMH, BUHKPUC-
TUH ¥ IIPEIHU30JI0H; PEKMUMBI XUMUOTEPATIUH OTIEIBHO
WM B COUETAaHUU C UMMYHOMOIYJIUPYIOIIMMU areHTaMu
(HampuMep, JeHaTUIOMUI) U UHTUOUTOPAMU MpoTea-
coM (Hanmpumep, 6opte3oMu0). [TporHos Hebsaronpu-
ATHBIN [43].

M1oTopakc-accouunpoBaHHas NumMdoma

IMAJI — mumdbongHOe HOBOOOpa3OBaHNUE, PAa3BUBACTCS
B IJIEBPAJIbHOM TTOJOCTHU Y OOJIbHBIX XPOHUUECKUM THOM -
HBIM TUIEBPUTOM; TAKXKE MOXKET ObITh cBsi3aHO ¢ BOD [1,
2,21, 44, 45]. B 6onpmmHcTBe ciaydaeB [TAJI Bo3HUKaET
CITYCTSI IeCSITUIICTHUS TTOCIIe MCKYCCTBEHHOTO ITHEBMOTO-
pakca, UCIOJIb3yeMOro Mpu JIeUeHUU TyOepKyJie3a Win
TyoepkynesHoro raeBputa. ITAJI pazBuBaeTcs npuoan-
3UTEJBHO Y 2 % JINL ¢ XPOHUYECKUM THOMHBIM ILJIEBPU-
toM. IlaumeHTsI, yaiie My:XK4rHbI B Bo3pacte 60—80 Jer,
JKaJIyloTCsl Ha 00JIb B IPYIM, CIIMHE, TUIEYE U ONIBILIKY.
I1o nanubeim 19T BouIgBIsIeETCSa MHTEeHCUBHOE [1DT-
MMO3UTUBHOE TUIEBpajabHOe (BUCHEpalbHOE WJIN TIa-
pueTaibHOE) oOpa3oBaHUe, MHOTAA C ITpopacTaHUEM
B IPYIHYIO CTEHKY, JIeTKKE, TepuKapa wiu auadpar-
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My Ha (poHe miaeBpanabHOTO (Ubpo3a 1 KaabuupuKa-
TOB [46]. MuKpoCKOoMUUecKast KapTHHA GUoNTaTa COCTO-
UT U3 CKOIUICHUS OOJIBIINX aTUITMIHBIX TUMMOMIHBIX
KJIETOK C BBICTYIAIOIIUM SIIPOM U 6a30(UIBHOI LIUTO-
1a3Moii. MHOTO KJIETOK B CTaAuMM MUTO3a, alonTo3a
u Hekpo3sa. [To nanubiM MT'X-aHanu3a BO3MOXHO nu-
depenuupoBatb ITAJI oT nepBUYHOM 3KCCyTaTUBHOM
mumdombl. Kak mpaBuiao, 1TuM@OLUUTHl 3KCITPECCUPY-
10T B-xiierounsie antureHsl CD20 u CD79a; MapKepbl
miazmatuyeckux kiaetok CD38, CD138 u B HeKOTO-
PBIX clydyasix — MapkKephl T-Ki1eTok, Takue Kak CD2,
CD3, CD4 unu CD7. BapuaHThbl JledueHUST BKIIOYAIOT
xumuoTepanuio (Hanpumep, cxema CHOP), purykcu-
Mab u / unu pagnotepanuio. KoMOMHMpoBaHHAs XU-
MHO- U paguoTepanusl MOTYT BBI3BATh MOJHBIN OTBET
U IIPOIJINTh BKMBAHUE, OOIUI S-TeTHUN Ko3hhu-
LIMEHT BblKUBaHUs coctaBisieT 20 %. ITauueHTsl, ne-
MOHCTPUPYIOIINE TTOJTHYIO PEaKINI0 Ha XUMHUOTEPATTIO
1 / WV paguoTepanuio, TOCTUTAIOT Oojiee ITUTEIbHOMN
BBIKMBAEMOCTH, TIPU 3TOM S-JIETHSISI BBIKMUBAEMOCTH
npubamxkaercs: K 50 %. Y HeKOTOPBIX MallueHTOB 3(-
(exTUBHA TJIEBPOITHEBMOHOAKTOMUS [47].

BropuyHoe nopaxeHue nerkux npu pasnuyHbIX
thopmax numdom

BropuuHoe mopaskeHue JIETKNX ITpH TUMboMax 00Hapy-
kuBaetcst B 50 % ciydaeB U BCTpedyaeTcs yailie, YeM Iep-
BUYHAas JierouHast tTumgoma. Mopdosorunyecku onpesie-
JIUTh Pa3inyve MeXIy NepBUYHON J1erouHON TuMboMOoit
1 BTOPUYHBIM ITOpaxkeHreM Jierkux mpu JIT13 ciaoxHo.

JIumdoMBI O BTOPUYHBIM MOPAKEHUEM JIETKUX MO-
TyT TpaHc(OPMUPOBATLCS B O0Jiee arpecCUBHYIO op-
My C YBEJIMYEHUEM KOJU4YecTBa OONbIInX Matoaudde-
PEHIIMPOBAHHBIX KJIETOK. DTO peaKo HaOII0gacTCs TIPU
XpOHWYECKOM TUMGOIeHK0o3e 1 MaJIoi TMM(OLIMTAPHOI
nuMmpome. KnnHuyeckast 1 peHTTeHOJIorTuueckas Kap-
TUHBI YACTO TIOXOXW Ha MTHEBMOHUIO WJIM JIaXKe OCTPBIi
pecMpaTOpHBII TUCTPECC-CUHAPOM.

OnyxoJieBble KJIETKH 9KCIpeccupytoT red T-dommm-
KkyaspHoro xenrnepa (TFH) v cBsi3aHHbIE ¢ HUM MapKephl
u (B 6ombimHCTBE ciydaeB) — CD200*. utomornye-
CKasl KapTUHA XapaKTepU3yeTCsT HATMIMUEM OITyXOJIEBBIX
KJIETOK, TIPeACTaBICHHBIX T-TuM@OIINTaMU HEOOIBIIINX
U CPEeIHUX pa3MepoB, ¢ OJeNHOI LIUTOMIa3MOi, pa3-
JIMYHBIMU KJIETOYHBIMU MEMOpaHaMKU U1 MUHUMAaJIbHOM
atumnueit. XapakrepeH UMMYHOOS(UIINUT, BTOPUIHBII
IT0 OTHOIIEHHWIO K OITYXOJEBOMY IIpOIIecCy, Y OOJIb-
IIMHCTBA MallMeHTOB MOXET HAOII0AaThCS YBEIMUYEHUE
tutpa aHTutesa K BODB. ITopaxeHue JieTkux mpu 3ToM
arpecCMBHOM 3a00JIeBAHMU MOKHO OITMOOYHO ITPUHSThH
3a MHTepCcTULIMaTbHOe 3a0oneBanue gerkux (MU3J1) mim
OakTepuaabHYIO THEBMOHUIO. XpOHUYECKUIT TuMQoIeii-
K03 (B-kj1eTouHbIN TUIT) MOXET MosiBUThcs Kak M3J1,
UMUTHpYIolee HeomnacTndeckue ¢opmbl M3JT unn
XpoHMYecKoro oponxuonura [48]. InarHocTu4eckoi
3HaUMMOCThIO 00nanaoT BAJIZK ¢ mpoToyHo#t HIUTOMET-
pueii 1 / unu TpaHcOpoHXuaabHast ouoricus. T-kierou-
HBI JICIKO03 U3 OOJIBIINX TPAHYISIPHBIX JTUM@OIIMTOB
MOXKET OBITh MPUUYMHON KMCTO3HOI TpaHChOpMauu
Jerkux [49].

3aknioyeHue

[Mopaxenus gerkux rmpu JITI3 MOTYT OBITH TIEpBUIHBIMKA
1 BTOpUYHBIMU. [IepBUYIHBIC TOpaXKeHUsI TETKUX U TIJIEB-
pol nipu JITI3 BcTpevaroTest peako, B TO BpeMsl KaK JIMM-
¢GoMbI, BTOPMYHO TOpaxKarlolliue Jerkue, nNpu ayTorncuu
BoisiBIIsiIOTCS B 20 % ciiyyaeB. Mopdosiornuecku onpee-
JINTH Pa3Indre MEXIy IEPBUYHOM JTeTOTHON TUMMOMOit
U BTOPUYHBIM nopaxkeHueM Jierkux npu JITT3 gocrarouno
CJI0KHO. B OOJIBIIMHCTBE C/TyyaeB IUarHO3 OCHOBBIBAETCS
Ha pes3yJbTaTaxX cBeToBoil Mukpockormmu, MI'X u moie-
KYJISIPHBIX UCCIICTOBaHMUIA.
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