Biiciero oGpasosai

oy
e peicopa B, Bl Scenerxoron
ma aapanooxpaneiia Pocciicroil dexeparui
@rsoy B0 Kpac MY . po. B, Bofno fcenixoro Mntsapusa Poccnn)

Kapeapa owkonoris  nysienolt repane ¢ kypeost 110

3an. Kadpespot e, npocp. 3yxon P-A.

PE®EPAT

Tema: awar

M HEXOIDKCKHHCKHX JTAMDOM»

Tposepua:
PYXOBOIITCS OPIUHATYDH, KA.t Z0UCHT
TABPHTIOK IMMTPHI BIIATAMUPOBUY

Bunossuna:
Eiesteace epmmmeep 3 o s

creuHALHOCTH ORKOTOTHS
KOBEP KPHCTHHA BAATMUPOBHA

Kpacwospex 2020



COJIEPXXAHHUE

Bgenenue.

o

JIumdoma XoHKKHHA.

(0%

HexomxxkuHCcKHE THMGOMEL

4. CpasHutenbHas xapaktepuctuka JIX u HXJI.

(4]

CnHcoK TuTepaTyphl.

1. BBenenue

Jlump oMbl — 3a6o0seBanus, IPH KOTOPBIX MPOMCXOMHT HEOMIACTHUECKas TpaHCcdopMalus
KJIETOK, HAXOJSAUIMXCS NPEHMYIIECTBEHHO B JHUM(OHIHOI TKaHH. 370KauYeCTBEHHbIE JHM(OMBI
noapaszaensior Ha nuMpomy XomkkuHa (JIX, mamdorpanynemaros, Gone3ns XOMKKHHA) H
HEXO/DKKHHCKUE THMQpoMbL. O0a THma TUMQoM OOBIYHO XapaKTepH3YIOTCS 3JI0KAYeCTBEHHBIM
poctoM nuMdarHueckux y3moB (JIY) u ceneseHKH, XOTS MOryT OBITh 3aJeHCTBOBAHBI H
9KCTpaHOJalbHble TKaHH. Hipke mnpuBeneHa KinaccHpUKaMs 37T0KAYECTBEHHBIX —OIMyXouei
muM@ouTHOH TKaHH, yTBepxkaenHas BO3 B 2017r. (tabu. 1).

Uctouynuk omyxomu mnpu JIX ocraeTcs HEH3BECTHBIM, a HEXOKKHHCKHE JHM(QOMBI
BO3HHKAIOT W3 HOPMAJIBHBIX JTUM(QOHIHBIX KJIETOK, KOTOpBIE MOIABEPIIHCH 3JI0KAYECTBEHHOH
tpanchopMmaruu. JIX u HEXOMKKUHCKHE THMGOMBI HeoOXxomumo mHpGepeHIHpoBaTh, TaK Kak
TE€YeHHE MATOJIOTHYECKOTO IMpollecca, IPOrHO3 M Tepamus 3THX [ByX TIpynn 3aboseBaHHil
OoTAMYaroTcs. JIsg  HM3y4eHHs  BBIIEYKa3aHHBIX JuMdonponudepaTuBHBIX  3aboneBaHuil
OCTAHOBHMCS Ha KaXIOM H3 HHX B OTICJIBHOCTH, a Jajee IPUBEIEM KIIOYEBBIE MOMEHTEI
mubbepeHIHaTBHON AUAarHOCTHKH.

Tabmuua 1. Knaccudukamus BO3 omyxoneit mumdouanoit tkanu (2017r).

B-knemounvie onyxoau

Onyxonu u3 npeduiecmeeHHuKo8 B-numgoyumos:
B-uM$po6IacTHBIH Jeiiko3/TuM(poMa U3 IpeIIeCTBEHHAKOB B-kineTok (ocTpbiit tuM(oOaacTHbIi

J1eifKo3 U3 IpeIIeCTBEHHUKOB B-KI1eToK)

B-Kk1emounble onyxonu ¢ (heHoOmunom 3pensix 1UmMPouumos:
XpoHudeckuit TaMQOLUTAPHBII 1eliKo3 / muMponuTapHas TuMpoma
B-KJ1eTOYHBIA MPOTUM(OIHUTAPHBIA JICHKO3
JIumdonnasmonutapras mumMpoma

Cenesenounas 1uM(pomMa MaprUuHaJILHON 30HBI

BoJsiocatokeTouHbIH JIeiK03

[Tna3mokneToyHas MuenomMa

MoHnokJioHaJIbHasi raMmMariaTis H€OHpClICHéHHOI‘O 3HAYCHUA




( CoJmTapHas IJ1a3MOLIUTOMA

BHekocTHas mia3MoIuToMa
IlepBUYHBIN aMHIIOHI03

Bone3nu THKENBIX Henei

OKcTpaHOAaIbHAs B-KineTounas 1uMboMa MapruHaNBHOM 30HbI TAMQOUIHOM TKaHH,
aCCOIIMMPOBAHHOM CO CIM3UCTHIMU 000JI0YKAMHU (MALT-mampoma)

Honanbnas B-xinerounas mmvdoma MapruHalIbHOM 30HBI

DomnuKynspHas tumpoma

Jlumdoma u3 xneTox 30HbI MaHTHH

Huddysnas xpynaoknerounas B-xietounas mMpoma

Menmmactinanshas xpynaokeTogHas B-xnerounas mum¢poma

BuyTprcocymucras kpynHokietounas B-kieTounas miMboma

IlepBuunas mumboma ceposHBX mosocTeii

JIumboma Bépkurra / neiikos Bépxurra

B-knemounvie numeponponugpepamusnvie npoyeccsl ¢ HeonpeoeneHHbIM ONYX01e6bIM
nomenyuanom: Jlumdomaron eIt rpanynemMaros, IlocTTpaHcIIAHTAOHHOE

nmamdonpombeparuBHoe 3a601eBanue, MOJMMOP(HOKIIETOYHOE

T-knemounvie onyxonu

Onyxonu u3 npedwecmeennuxos T-numgpoyumos:

T-mamdobnacTaei neiikos / mamdpoma u3 NpeAUeCTBEHRUKOB T-KIeToK (ocTpbrit TEMQOGIACTHBIH

JIEAKO3 U3 NPEAIECTBEHHHKOB T-KiIeToK)

T u NK-xknemounsie onyxonu c gpenomunom 3pensix tumpoyumos:

Jletixo3vl u nepeuYHO OUCCEMUHUPOBANHBLE TUMGPDOMBL:

T-xneTo4HbIi IPOTMMQOLUTAapHBIA Jeliko3, T-KIIeTOUHBI! JIeHK03 U3 KPYMHBIX IPAHyIIIPHBIX
nmampountos, ArpeccuHblii NK-KieTo4nbI efiko3, T-KIeTo4IHBI neiiko3 / muMdoma B3pocibix
Kooscnvie numgomor: I'puboBunnei Muko3, Cuaznpom Cesapu, [lepsuyunas koxuas
KpYIHOKJIETOYHAs aHaIulacTH4YecKas JtuMpoma, JInmMbomaTon sk namynés

Jlpy2ue sxcmpanoOanvHvie 1um@pomel. JKcTpanonanbias NK/T-knerounas mumboma, HazalbHbIH
tun, T-knerounas mum¢poma tuna sureponatny, ['enaromuenansras T-xietounas muMdoma,
[TanauKynETOnOA00Has T-KiIeToyHast TMMGOMa IIOAKOKHON KIETYATKHA

JTumgombi JuUMpamu4ecKux y3nos: Anrnonmmyno6nactHad Txiaerounas numpoma, JInmdpoma u3

KJIETOK ¢ AMMYHO(QEHOTHIIOM nepudepuyeckux T-TMMPONUTOB, HeyTOUHEHHAS, AHATIACTHYECKAS

KpyITHOKJIETOYHAasA numpoma

Onyxons HeonpedenenHol oughpepenyupoeku: bnacruas NK-xnerounas numpoma




JTumghoma Xooxnckuna

1. Knaccuueckas numpoma Xomxkuna (kJ1X), 5. Jlam¢orpanyneMaro3, HOLYJIAPHBIH THII
HOLYJISIPHBIN CKJIEPO3 nuM$ouTHOTO TpeobagaHus
2. kJIX, cCMELIaHHO-KJIETOYHBIN BapHaHT CD20+, CD45+, CD30- (3xcnpeccupOBaH B

3. xJIX, ¢ 6onbIIMM KOTHYECTBOM TMM(OIUTOB | eAMHHMYHBIX ci1yuasx), CD15-, Oct-2+ (oueHs
4. xJIX, ¢ ucromennem MMMGOHIHOM TKAHHU spko), BoB.1+, BCL-6+, J-chain+
HUmmynodenotun: CD30+, CD15+, CD20- /+
(excmpeccus B 20- 40% ciyyaes), CD45-, PAX-
5+ (cnabo), BoB.1-, Oct-2- (umm oxpammBanue

B YaCTH KJIETOK).

CragupoBanue

PacnpocTpaHeHHOCT  OmMyX0JEBOrO MHpolecca ONpPEeNeNsIeTcs B  COOTBETCTBHH C

KIIMHUYECKOH Kiaccuukanuei, npuastol B 1971 r. Ha KOHQEPEHIMH IO 3J0KAYeCTBEHHBIM
mMdomam (r. ArE-Ap6op, CIIA) [1].

I cragms - nopaxenue 1 numoartudeckort 30Hs! (I) WIM JTOKANTM30BaHHOE IOpaXkeHHE 1
3KcTpamuMbaTryeckoro oprana win tkaunu (IE).

II cragms - mopaxeHue 2 muMdaTudeckux obnactedl wiu Gojiee MO OXHY CTOPOHY
nuadparmel (II) unm mokanuzoBaHHOEe mopaxeHue 1 3KCTpaTUM(ATHIECKOrO OpraHa MM TKaHH H
UX PETHOHApHBIX JTMM(aTHYECKUX Y3JIOB C APYTHMH (WiH 6e3 HUX) TMMPaTHIECKMMH 00IacTIMK
o Ty xe cropony nuadparmsl (IIE).

III cragus - nopaxeHue MMM(paTHIecKux y3710B 1o 06e croponsl quadparmsl (III), koTopoe
MOXET COYETAThCS C JIOKAIU30BaHHBIM MOpakeHHEM 1 3KkcTpanmuMdaTHIecKoro opraHa Wid TKaHH
(IIIE), ¢ nopaxenueM cenesenk (I1IS) mmm ¢ couetannsmM ux nopaxenueM (IIIE + S).

IV crapgus - JIICCEMHUHUPOBaHHOE NOpakeHHE OJIHOTO WIH HECKOJIBKUX
SKCTpaTUM(paTUIECKHX OpPTaHOB, C MOpaxkeHHeM (WiM 6e3 Hero) NMMQaTHYECKUX Y3IIOB; WM
H30JIMPOBAaHHOE [OPaXEHHE SKCTPATHM(ATHYECKOro OpraHa ¢ MOpaXeHHeM OTAAICHHBIX
naM(paTHIECKUX Y3JIOB.

CuMmBojioM S 0603HauaeTcs nopaxenue ceneseHku (cramuu IS, IIS, IIIS); cumsonom E -
JIOKATM30BaHHOE KCTpaHoaaibHoe nopaxenue (cramuu IE, IIE, IE).

B xax10if CTa¥y BBIIEIIIOT 2 IOACTaIHH:

A — oTCyTCTBHE IPU3HAKOB B-cTagun

B — onuu mwin Golee M3 CIEMYIOIMX CHMITOMOB: 1. muxopanka Beuue 38 rpaxycoB ne

MeHee TpexX JHel moapsx Ge3 NPH3HAKOB BOCIAICHAS; 2. Hounsle npodysusie nothl; 3. Iloxynanue

Ha 10% Macchl Tejla 3a MoclIeHHE 6 MECAIEB;




2. Jlumpoma Xomxkuna

Jlumpoma Xomxkunra (ommcan Tomac Xomkkur B 1832 r.) — B-kietounge

muMonpoimpepaTuBHOE 3a60eBAHNE HEM3BECTHON STHOIOIHEL K omyxoneoit nomymsmuu Jrx

OTHOCATCS  KNETKH: XOIKKHHA, Bepesosckoro—IlItepuGepra—Pusa, MyMH(QHIMPOBaHHEIE,

JIaKyHapHble, LP-KieTku HCTOYHMK Mporcx ok IeH s KOTOPBIX HE BBIACHEH. ' TIaBHBIM OIyXOJEeBEIM

cyoctpatoM JIX SBIAIOTCS THraHTCKHe knetku bepesosckoro—Illtepu6epra—Puma (BILIP),

KOJIMYECTBO HMX B OMYXONM He mpemblmaer 1—10 %. O6mnapyxenune knerok BIIIP sBisercs

HCTIPEMEHHBIM YCIIOBMEM HATHO3a «wmmbpoma XomxkuHay, Kierkw, uMeompme CXOXyl C
knetkamu BPIII mopdonoruro, Ho oxmo AP0, IIOJIyYNIH Ha3BaHUE KJIETOK X0oMKKHHA. CUHTaecTcH,
YITO OHH ABISIOTCA NMPeACTAMUAMHU KieTok BIIIP, HO He UMEIOT OIHO3HAYHOrO JHArHOCTHYECKOTO
SHAYCHUSA, TaK KaK MOP(OIOTHYECKH OYeHb CXOXH ¢ MMMYHOGIACTaMy, BCTPEYAIOIIUMHUCS MpH
Hecnenuduyeckux nopaxenusx JIE [2].

Psn aBTOpOB cumraroT, 4T0 Mpolecc HAYMHAETCS C JTOKATBHOrO BOSHHKHOBEHHS OITyXOJIH,
KOTOpast B MOCIENYIOIEM METaCTa3upyeT JMM(POTEHHBIM U TeMaTOreHHbIM ITyTeM. JIpyras Touka
3pCHUA TIPENIONaraeT MyJbTHIEHTPHYECKOE BO3HHKHOBEHHE OIYXOJNH (CHCTEMHAsd OIYXONb) B
HIPEZIEIaX OITyXOJIEBOIO IOJIS, KOTOPHIM MOXET OBITh BCS MUMQarHuecKas cucremMa. B marorenese
JIX cymecTBeHHYIO PONIb OTBOAST HMMYHHOMY Je(exTy, CBSI3aHHOMY C HapyIleHHeM (GyHKouu T-
MUMGOLKUTOB M HApaCTaroImeMy II0 Mepe IpPOrpeccHpoBanus GonesHu. IIOATBEpKIeHHEM TOMY
CIyXaT OTpHLATCIBHBIC KOXHBIC NPOOBI ¢ TyOepKyIMHOM H IOBBINICHHAs MOJBEPKEHHOCTD
BHPYCHbIM HHOeKkiusM (Y GompHbiX JIX 4acTo BCTPEYAlOTCS OMNOSCHIBAIOIIME JHINai, KOpS,
BETPsIHAsA OCIIa, BUPYCHEIH relaTHT | Ip.).

INHIAEMHOJIOTHS

JIX cocrasnser mumb 1 % BceX OHKOIOTHYECKUX 3a00JIeBaHuUi, PETHCTPUPYEMBIX €3KETOHO
B pa3BHUTHIX CTpaHaXx MHpa, U SABIIECTCS OAHOM M3 CaMBIX BBICOKOKYpaOelbHBIX. 3a00J€BaEMOCTD
JIX B Poccuu cocraBnser 2,2 ciaydasd Ha 100 000 HaceneHHs B roj, CMEpPTHOCTH jgocturaer 0,61
ciyyaes Ha 100 000 Hacenenms B roa. 3aboneBaHHe BO3HHMKAaeT B JIOOOM BO3pacTe, HO
IIpeMMYIIECTBEHHO B HHTepBane 16-35 ner. B sro#f Bo3pacTHO# rpymme B Poccum cpemm

3a60JIeBIIHX MPeobIanaroT XXeHIIUHEI [3].
Kinandeckas KapTuHa

CrienipHIECKUX, XapaKTePHBIX TOIBKO IS 3TOro 3a0ONeBaHUs CHMITOMOB HeT. Cxoxue

aT06bl ¥ TPU3HAKH MOTYT OBITH NPH MHOTHX JAPYTHX 3aboneBanusax. Hepenko 3abGoneBanme

HauHHAETCS KaK C TIPOCTY/IEL, pecnupaToOpHOH HH(PEKLHH, KOTOpast IOYEMY-TO 3aTATUBACTCS.
3a6onepanne B OOJNBIIMHCTBE CIy9acB HAYHHACTCA  CO CTOMKOTO  yBEJIHYCHHS

$i-mu6o obnacTu, Yame HaaxkmounyHoi. Haunbonee pacnpocTpaneHHble

nepugpepuaeckux JIY kako

xKuHa: 6e300e3HEHHOe YBEIHUEHHE TMM(OY3JI0B; IMXOpajiKa, KoTopas

npusHaky uMpoMbl Xox 5



He 00BACHAeTCS MHGEeKUMeld Wid IPYyrHMH TPUYAHAMH U KOTOPYIO HE YIAaeTCsd YCTPAHHTH C
MOMOIIBIO AHTHOHOTHKOB; IOTJIMBOCTh, OCOOEHHO MO HOYaM (MOKpas IOAyIIKa IO YTpam);
HEOOBSICHUMAA TOTePs Beca; HEOOBbIYHAS YTOMISEMOCTh H cnabocTs. CaMblif 4acThIf CHMIITOM
muMQpoMbl XOIKKHHA — yBeNMueHHe TuM(aTHYECKHX Y3IOB, Yalle HA LIee, Pexe B APYTHX
obmactsx Tena. Temnepatypa o6sr4H0 B mpenenax 37,5 no Beuepam. OdeHs XapaKTepHO OOHIIbHOE
IIOTOOTAENEHHUE [0 HOYAM.

YBenuueHusle JIY HMEIOT IUIOTHO-31aCTHHYHYIO KOHCHCTEHIMIO, HE CIAsHBI ¢ KOXEl.
Boneii, kak mpaBmiio, He GbIBaeT. Y HEKOTOPHIX GOJIBHBIX TIOABIMOTCS 60 B JIY HMEHHO MOCIe
IIpUEMa aJIKOrOJBHBIX HAMUTKOB, 4TO XapakTepHo mia JIX. B 15—20% ciydaer 3a6oneBanue
HauuHaeTcs ¢ mnopaxeHus JIY mnepemmero cpemocrenus. Ilpu nokanm3anmu GomesHH B
CPENIOCTEHUH, OIIKE K TpyMHE BO3MOXEH AMCKOoMbOPT 3a rpyauHoii. ITpy JMTensHOM aHAMHE3e
THM(ATHYECKAE Y3l MOTYT JIOCTHTATh OTPOMHBIX Pa3MepOB, CIIHBATHCA B KOHIIOMEPATEL.

IIpu mopaxenun MUMGaTHIECKUX Y3/I0B CPEJOCTEHHS MOTYT OTMEUATHCS OMBIIIKA, KAIIENb,
OmyTinoBaToCTh JHIa, cuHapoM BIIB. Ilpu nokammsammu npoumecca B 3a6pIONIMHHBIX H
ME3CHTEPHAIBHEIX JTMM(aTHIECKUX Y3JIaX MOTYT MOSBIATECS GOMM B JKHBOTE, OTEK HIKHUX
KOHEYHOCTEH.

IlepBu4HOEe MOpa)K€HHE CeNe3eHKM IPOSBISETCS YBEIUYEHHEM €€ pasMepoB. Y psja
OO0MBHBIX (C JIOKAIH3AIMER IIporecca B KOCTHOM MO3Te, IIEYeHH, CeNIE3eHKE) IIEPBHIMU IPU3HAKAMH
3a00JieBaHMsI CTAHOBATCS OOIIME CHMITOMBL JIMXOpaaKa, HOYHBIE MpO(dY3HBIE IOTHI, OBICTpOE
MOXYAaHHE, U3MEHEHHS KpOBH KaK IIPH CHCTEMHOH BOCHaIMTeNbHON peakuuu. [locTemeHHo
MATOJIOTHYECKU IPOLECC MOXXET PaclpOCTPaHATHCA, IPH 3TOM Haubojee 4YacTo MOpaxaroTcs
JIETKHE, KOCTH, ITI€4E€Hb, KOCTHBIM MO3T, HEpBHAs CHCTEMa, MATKHe TKaHH IpyJHOH KieTku. Yacro,
0COOEHHO B TEPMHHAIBHOM Ieprojie 60/1e3HH, HaOMOAaI0TCs HeCTIENU(DHIECKHE H3MEHEHUS KOXKH,
JMEIOINHE TOKCUKO-aJUIEPTHYECKYI0O IPHPOAY: KOXHBIM 3y[ (pacyechl MOTYT OCIIOXKHATBCS
IIHOJIEPMHKEii) U BBICHIIAHUS PAa3JIMYHOr0 Xapakrepa.

Usmenenus kposu mpu JIX HecmenMQUYHBL BO3MOXHBI BBIPOXCHHBIH  CIBHT
neifikonuTapHO# (opmynsl BieBo, nmuMdonenus, ysenmudenue COJ, pexe — TPOMOOIIUTO3 H
303uHOGMIHA. [lpu3HaKaMu aKTHBHOCTH IIPOLECCA MOTYT CIYXHTh MOBBINEHHE YPOBHS a2-
I106yIHHOB (32 CUET LePYIOILIa3MUHA | TalTorI00KHa) ¥ GuOpHHOreHa.

Jloxanuzamus mopaxenus B IV cramuu 3abosneBaHus, NOKa3aHHAd THCTONOTHYCCKH,
0603HaYAeTCs CIIEAYIOMUME cuMBoiamu: L — nerkwe, H — nevens, M — KOCTHBIM M03T, O —
xocty, P — mureBpa, D — koxXa, MoIKOXHas1 KJIeTJaTKa.

Teuenne JIX MOXeT GBITH OCTPHIM, IOAOCTPHIM H XpoHmueckum. Octpas dopma JIX,
nporekaromas Hauboyiee 3I0Ka4YECTBEHHO (c BBICOKOW TeMIlepaTypoil Tena, YBEIHICHUeM

TUM(aTHIECKUX Y3]I0B, CENE3CHKH M INCHCHH, BEIPAXXEHHOM aHeMHel) ¥ OBICTPO NPHBONSIMas K
6
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JeTATFHOMY HCXOIY, BCTpeYaeTcs KpanHe pelKo. ITonoctpas ¢popma JIX, Habmonaomascy & & Q?Q |
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10% ciydaeB, HadMHaeTcs C OOMMX CHMITOMOB M  XapaKTCPH3YETCH MHUHUMalbygy N
nuMdaieHoNmaTHEeH, PaHHMM IOPAKEHHEM IICUCHH. B OGonpmmHCTBE cilyyaes 3aboneBanye
IIPOTEKAET XPOHHYECKH: BHAYal€ PENUIUBBI CMEHSIOTCA PEMHCCHAMH, a 3aTeM HabJroaercy

MIOCTOSTHHOE IIPOTPECCHPOBAHHME.

JIHarHocTHKA

Juarnoctuka JIX He mpenctaBiseT ocoObIX TpyaHOCTeH. IIpaBHIbHO coOpaHHBI aHaMHe3
3a00NeBaHMs, XapakTep JMM(ATHYECKUX Y3JI0B, MOMOJHUTEIbHBIE METOAbl JHArHOCTHKH C
00s3aTenpHOM BeprMKaIUEH qUarHo3a MO3BOJISIOT BEIIBUTH OIYXOJIEBYIO MAaTOJIOTHIO HA paHHHX
cragusx 3abonesanus [4].

O6cnenoranue 6onpbHBIX JIX BKIIIOYaET:

1. AHaMHe3, KIMHAYECKHE [aHHBIe (HATHYHe HIM OTCYTCTBHE CHMIITOMOB HHTOKCHKALMH),
KOJIMYECTBO MOPAKEHHBIX TMM(ATHIECKHUX y3JI0B ¥ 30H. [Ipy IepBUYHOM OCMOTpE OCOOBIH aKLIEHT
HeoOXOMMMO feaTh Ha CPOKM M TEMIBl yBeluueHHs JuMdoysnoB (ocHoBHOH cummToM JIX —
muMdasieHONaTHs, pPa3BUBAIOMASCS IOCTENEHHO M aCHMMETPUYHO). CHMITOMBI MOpPaXXEHHS
BEPXHETO CPENOCTEHHs (HABS3YMBBIA HENPOTYKTHBHBIA Kallelb, CHHIPOM CIaBIECHHS BEpXHEH
HOJIOH BEHBI, OXPHILIOCTD royoca, nucarus, JUCIHOI).

2. Buoncuio mopaXxeHHOro JMMGaTHIECKOro ys3ia (IMTONOrHYeckas H Mopororaeckas
BepH(HKAIHA THarHO3a ¢ 00s3aTebHBIM YCTAHOBIEHHEM THCTOJIOTHYECKOTO BAPHAHTA JTHM(OMBI
Xomxkkunaa). [lpu mepBHYHOM OOCIENOBAaHMM MANUEHTa BO BCEX CIydasX IIPOBOJHTCA
[HCTOJIOTHYECKOE M HMMYHOTHCTOXHMHYECKOE HCCIENOBAHME MaTepHaia HWHIU3HOHHOH WIIH
SKCIM3MOHHOM OUOIICHH IATOJIOTHYECKOr0 OYara il OIE€pallHOHHOro MaTepHraia.

3. O6muit anamu3 kposu (COD, nedkouuTh, NelikonuTapHas ¢opmyna) MUl TOro, YToOb!
HCKIIOYATH  BHIIOJHEHHE OHMONCHM y  TAlHEHTOB  XPOHMYECKMM  JIHMQOJIEHKO30M,
MOHOK/IOHATbHEIM B-KJIETOUHBIM JTEM(OIKMTO30M, OCTPHIMH IeHKo3amH, NpH JmMboLuTose
nagexnuonnoit (HIV, EBV, CMV-uHbeKIun, KOKION, BUPYCHbIE T€NATUTHI, TOKCOIIa3MO3 M
Ap.) WIM APYro# STHOJIOTHH (MOCTBaKIVHANBHEIHA, JEKApCTBEHHAs peakuus, KypeHHe, TUMOMa,
«cTpeccopubli» mEMponuTos). Ilpn Hamiuu B obmeM aHanmM3e KpOBH HIIM MHEJIOrpaMMe
nuMdonMTO3a, HE3ABHCHMO OT “HCIA JEHKOLUTOB, a TaKkXe NpH npeobnanaHuy JMM(OUIHBIX
KICTOYHBIX DJEMEHTOB, ATHIMYHBIX JTMMGOIMTOB WM KIETOK ¢ OnacTHOd Mopdonorneil B
TUIeBPATLHOM, aCIUTHYCCKOH MM APYTHX OMOJIOTHYECKHX JKHIKOCTSX HEOOXOIUMO BBINOJHHTH
AMMyHOQEHOTHIIMPOBAHUE METOZIOM IPOTOYHOM ITUTOMETPHH.

4. VmmyHobeHoTHIHpoBaHHE. IIpOTOUHAs LUTOMETpHS MO3BOJAET OBICTPO MPOBECTH
muddepeHIMaNBHYIO THArHOCTHKY OMyXOJIEBOTO A PEakTHBHOIO nuM@oLUTO3a, YTO BaXKHO VIS

onpe/enieHHs NATbHEHIel TakTHKA 06ce10Banks nanuenTa. MarepuanoM ULl aHATH3a METOLIOM
i



POTOYHOM HUTOMETPHH MOTYT CIIy)XHTh KJIETKH KPOBH, KOCTHOIO MO3Ta, BBIIOTHBIX JKHAKOCTEH,
6POHXOANBBEONAPHOTO CMbIBA, JMKBOPA, TOMOTCHH3MPOBAHHBIE OOPa3LBI TKaHel (cese3eHKa,
nuMdaTHdecKue y3Mel W T. [.), KIETOYHas CYCIIEH3Hs, IOJy4eHHasd IIpU acIHpalOHHOM
TOHKOMTOJIbHOM IIYHKITMH TUM(PATHYECKUX Y3JIOB.

5. BroxuMHYecKuii aHanmm3 KpoBu (MeueHOUHbIE MPOOBI, YPOBEHb IIETOYHOH (ocdarassl,
nakraraeruaporenusst (JIAT'), pubpunorena, rantoriobuna, HepyJIoia3MIHa, a,-TI00YIHHA).

6. Tpenan-OGHOINCHIO KOCTHOIO MO3ra.

7. Pentrenorpaduio opraHoB rpyaHON KJIETKH (BBIICHEHHE COCTOSHHS MEIMACTHHANBHBIX,
MPUKOPHEBBIX TUM(ATHIECKUX Y3II0B, JIETOYHOM TKAHH, UIEBPHI).

8. KT rpynHo#t kietku (mpu Manodl HHGOPMATHBHOCTH PEHTTE€HOJOTMYECKHMX JaHHBIX),
YCTaHOBJICHHE Pa3MEPOB OIYXOJIEBOI TKAaHH.

9. V31 opranoB OpromHO#i mOJOCTH ¥ 3a0pIOMIMHHONW O007acTH Uil HMCKIIOYEHHS
NOPaKEHUS ME3EHTEPHATbHbIX, 3a0PIOIIMHHbIX, BHYTPHTA30BbIX JIUMQPATHYECKUX Y3JIOB, IIEYECHH,
CEJIE3E€HKH.

10. KT Opromnoit momoctu (6ojee TOYHOE  YCTAHOBJIIEHHE 30H  IMOPAXKEHHH,
SKCTpATUM(aTHUYECKUX OPTaHOB).

11. II9T/KT pexoMeHAOBaHO A0 Y IOCTIE JIEYCHHUS AJI OLCHKH JTUHAMHKH.

Mopgonozuueckas u ummyHozucmoxumuyeckas ouaznocmuxa JIX

Bce BapuanTel kiaccudeckoit JIX XapakTepu3ylOTCs OJUHAKOBHIM HMMYHO(DEHOTHIIOM:
CD30 (dot-like, membpannas, yumonnasmamuveckas peakyus), CDI15 (dot-like, membpannas,
yumonnasmamuyeckas peakyus), PAX-5 (cnabas aoepnas peakyus no cpasnenuro ¢ B-kiemxamu
PeaKmugH020 MUKpOOKpyicenus [3]).

B omyxoseBBIX KJIETKaX MOXeT OOHapyKuBaThcs BUpyc Ommreiina-bapp (LMP1/EBER).
Sxcnpeccus CD15 otmeuaercs npumepHo B 85% ciyuaes JIX, PAX-5 — B 95% cny4aes. Ilpu
orcyrcTum okcnpeccun CD30 guwarsos JIX comuureneH u  TpeOyer yIIIyOJIEHHOTO
HMMYHOTHCTOXHMAYECKOr0 HcciIenoBanus. OmyxoneBbie KICTKH B YaCTH CIIy9aeB SKCIPECCHPYIOT
nas-B-kieTounsiii Mapkep CD20 (reTeporeHHas 10 HHTEHCHBHOCTH MeMOpanHas peakuus), CD19
(MemGpaHHast peakuus); dKcmpecchs omyxonesbiMu kietkamu CD45 u CD3 oTcyTCTBYyeT.
JIOTIOTHATENBHBIM [IPU3HAKOM, MO3BOJIIONMM OTIH4HTE JIX ot muddy3HO#H B-KpynHOKIETOUHOM
mm@oMsl, ABIseTcs oTcyTcTBHe dkenpeccun CD79a, BCL-6, B-ki1eTo4HOro TpaHCKPHIIHOHHOTO
daxropa BoB.l. Ilpu yCTaHOBJICHHH JHarHo3a Kinaccuyeckoit JIX HeoOXomuMo yKa3aTb
FHCTOJIOTMYECKHi BapHaHT H OCOGEHHOCTH HMMyHO(EHOTHIA (3KCIPECCHs CD20, EBV,).
IMMYHOTHCTOXMMMYECKOH Bepr(UKalUy TOMIEKAT BCE CIIydaH JIX. Homynspras JIX c¢
maMpouaHBIM IpeobiamaHueM OTIMYAcTCd  OT kinaccuueckoii JIX 1o KIMHHYECKHAM y

MMMYHOMOP(OIOTHYECKUM XapaKTCPUCTHKAM. Omyxosesie (LP-) KIeTKr 0AMHAKOBO HHTEHCUBHO
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skcnpeccupytor CD20 PAX-5, Oct-2 1 jipyrue B-KjieTouHbIe aHTUICHbL, UX OKPYKAIOT posery, )
’ ’ n

CD3+, CD57+, PD1+ TFH -num@ouuTos. Dkenpeceuss CD30 u CDIS w12 onyxonesbix KJleTkay
OTCYTCTBYET.

Jleuenune

JlumpoMa XomKKHHA M3ydeHa jyume Jioboro apyroro tuna guMdom. K cyactbio, mpu

COBpEMEHHBIX MeTojax JieyeHus 6osnee 80% 3aGoneBumx auMpomoit XOMKKHHA IOJHOCTBIO

U37eYUBAIOTCS OT 3Toi OGone3uu. Jleuenne JIX BBIABHIO M HOBYIO INpobieMy — npobieMy

OCJIOXHEHHU JeueHus. Moyofoi BO3pacT OCHOBHOTO KOHTHHIEHTa OOJBHBIX M IOJydCHHAs
BO3MOXHOCTb IPOXUTh HOJTYI0 >KH3Hb 3acTaBWJId OOpaTUTh BHMMAaHHE Ha KayeCTBO XXH3HH
M3/IEYCHHBIX OGONBHBIX, a TaKKe HeoOXOMMMOCTh COXPAaHEHHS MAETOPOAHOH (YHKUHH H
BO3MOXXHOCTb OEpEMEHHOCTH M POJIOB [2,4].

PykoBoACTBYSCH KIMHMYECKHMH pEKOMEHJAIMAMH, cTaHmapToM JyedeHus JIX sBigercs
XMMHOJIy4YeBas Tepanus. B onpeneneHHbIx 00CTOATENBCTBAX MPUMEHSETCS BEICOKOO3HAs TEpaNHs
U TPaHCIIAHTallMsl KOCTHOrO MO3ra WJIM CTBOJIOBBIX KJeTOK. JIyueBas Tepamusa KaK € JMHCTBEHHBIH
METOJI JICYEHHs B HACTOSAIIEE BpeMs HE UCIIOb3YEeTCs MPAKTHYECKH HUKOTa.

Ilepsas nunus mepanuu knaccuyeckoti JIX (xJIX), panunue cmaouu, y nayuenmog 18-60 nem

Panee He nosyyasimuM yedyenue nanuentaMm 18-60 et ¢ Bepuduuuposannoi kJIX panneit
cramuu  noxarsepxkiaeHHod  IIOT/KT, ¢  6narompuATHBIM  IPOTHO30M, PEKOMEHIYETCS
npoBefeHre 2-4 UUMKIOB NOMMXMMHOTepanmuu 1o cxemMe ABVD (moxcopybunun, 61e0MHIHH,
BUHONACTHH, nakapOa3suH) ¢ Iocienyromei iydeBoit Tepamueit (JIT) B cymmapHO# ouaroBoit
noze (COM) 30 I'p Ha 30HBI HCXOHOTrO MOPAXKEHHS B PEXKHME CTaHAAPTHOTO (PaKIHOHHPOBAHHS
(pazoBast oyaroBas no3a 2 I'p 5 nmeit B Hememo). IlanueHTamM ¢ HEGNArONPHATHEIM IPOTHO30M
II0Ka3aHo 4 NUKJIa NOJIMXUMHUOTEpanuu o cxeme ABVD.

[laupentam 18-60 ner ¢ BepupumuposanHoi KJIX paHHedl craguu ¢ GlarompHATHBIM
IIPOTHO30M, 'y KOTOpBIX Iociie 4 nukiaoB ABVD BBIMBIAIOTCS OIMyXOJIEBBIE KJIETKH B OHOITAaTe
[I9T-n03UTHBHOTO PE3UYaNbHOro OIYXOJIEBOro JTuM(pOy3Na, PeKOMEHAYETCH MHTEHCH(DHKALHS
Tepanu¥ — NPOBEIECHHE MONOJHHUTENPHO IBYX IMKIOB XUMHOTepamuu mno cxeme BEACOPP
SCKAIMPOBAaHHBEIA (ITOMO3UN, MOKCOPYOHMIHMH, HHKIOPochaMui, BUHKPHCTHH, OneoMunyH,
npokapbasMH WM JAaKkapbasH, mpeaHusonoH) ¢ mocnenyiomed JIT COJl 30 I'p ma 30mHEI
HCXOHOTO IOPAXKEHHS B PEXKMME CTAHAAPTHOro GpaKMOHNPOBaHKs (Pa30Bas 04arosas 103a 2 I'p
5 nueii B Hememo) [6].

Panee He nojy4aBIIuM jedeHne naueHtam 18-50 ner ¢ Bepudmmposannoii I-I1A umu IB
cramusmu kJIX, ¢ moareepxaeHHbME KT wmm II9T/KT mMaccuubiME muMdoy3iamu CPEIOCTEHHUS

w/wmn E-cTamueit M 6e3 TSKENBIX CONYTCTBYIOIMX 3a00/€BaHHA PEKOMEHIYETCS MPOBEICHHE 2
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uikio8 BEACOPP-sckamposantoro + 2 maknos ABVD ¢ nocnenyromeit JIT COI 30 I'p Ha
30HBI HCXOHOTO MOpaXkeHHs [7].

Y nauwentoB ot 18 10 60 ner ¢ pacnpocTpaHeHHBIMH CcTamusAMH KJIX, BBHITOJHHMBIIHX
IIST/KT no navana nevenns. 11D T/KT-N03HTHBHEIX (4-5 6ammoB mo mxkane Deauville) mocne 2
uuKIoB ABVD, pekomennyeres HHTeHCHHKaus Tepanun 10 BEACOPP-3ckanmupoBanHblii (4-6
UHKI0B) WiH BEACOPP-14 (6 wuk:os).

Tepanus odemeu u noopocmrxos do 18 1em ¢ sepuuyuposannou JIX HauMHaeTCs
HEMEIUICHHO TOCIe BepH(HKAUMH IHATHO32 M YCTAHOBICHHS CTamgud. B Cllyyae IIpOBEICHHUS
JIaNapOCKOIMHH TEPAIHs HAYHHAETCS Yepes 5 aHeit OT onepauuy.

Panee He nonyyaBmMM JeueHHMe namMeHTaM B Bo3pacte mo 18 ner ¢ IA/B umu IIA

cramusMH JIX pekoMeHmyeTcs MONMXHMHOTeparmus mo cxeme OEPA (2 nwmxna) (ommcanme

PEXHMOB — CM. ITpHIIOXeHHe A3.1).

Jleuenue nooyraprou ¢ aumpoudnvim npeobradanuem JIX

Bropem THIOM JIX sBiIseTcs HOAIsApHA ¢ THMAOHIHBIM npeobnanannem JIX. HIITIX
9TO CaMOCTOATENbHasA pelKast (3aboneBaeMocTh — 1,5 Ha 1 MIIH) MHJIONIEHTHAS miM¢poMa ¢ HHEIM,
deM y KJIX, marorenesom m mMmMyHOdeHOoTHIOM. HIITIIX ommuaercs ot KJIX M KIETOUHBIM
COCTaBOM (JIHMQOUMTAPHO-THCTHOIHTAPHBIE KIETKH), H HMMYHO(EHOTHIIOM, W KIMHHYECKHM
IIOBENICHAEM, H, COOTBETCTBCHHO, IIOAXOOM K TepamuH. 3a0oNeBaHHE 4Yallle IHATHOCTHPYETCH Y
MYX4HH B Bo3pacte 20-40 jieT, u HEMIOXO MoANaeTcs JiedeHuio. [I[porao3 HoxyIIpHOH TM(OMBI
OnaronpusTHBIA, 01HAKO y 3-5% MAIMEHTOB OTMEYAETCS e TpaHCHOPMAIHS B KPYIHOKIETOUHYIO
B-knerounyro mumpoMy, Goraryro T-iuMdonuramu. JledeHwe B paHHHMX CTAIHsX MOXET
IOPOBOAUTECS Jaxe ©6e3 NpMMEHEHHs XHMHONPENapaToB, HO C JIydeBOW Tepamueit +/-
#putykcumMab**. B ciydae pemmauBa KpaliHe HeoOXoIMMa MOBTOpHAs OHMONCHS, T.K. €CTh
BeposATHOCTh TpaHcpopmamuu HIIUIX B muddysnyio B-kiIeTOuHyI0 KpyNHOKIETOUHYIO
HEXODKKHHCKYIO TuMpomy, 6oratyio T-muMponuramu.

Panee He moyyaBmuM nedeHue namueHTaM 18 ner u crapme ¢ HIITIJIX I-ITIA crammit Ges
MAacCHBHOI'O OITyXOJIEBOTO MOPaXXEHHs PEKOMEH/IOBAHO mpoBeeHue aydeBoit Tepamuu COJI 30 I'p
W/MIM MOHOTEpAaNmHH #PUTYKCHMaboM B pEXHME Ui paHHHX CTaguii B-KIeTOYHBIX
HEXOJDKKHHCKUX JIAM(OM.

Panee He momydaBmHM JieueHHe nanueHTaM Mojoxe 18 smer ¢ HIIIJIX I-IIA craguii 6e3
MAacCHBHOTO OITyXOJIEBOTO IIOP@XEHHS DPEKOMEH/IOBAHO XHPYPrHYecKOe yINaJeHHe ouara H
JIHHAMHYECKOE HaOIIOICHHE.

3. HexomxKuHCKHE TUMGOMEI

Bo BceM Mupe B Hactosmee Bpems HXJI quarHocTHpoBaHa IPUMEPHO Y 4,5 MIIH Yenosek, a

eKerogHo yMHpaloT OT 3Toro 3aGosnesanus 300 Teic. denmoBek. B paseuTeIX crpaHax
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3a6oeBAEMOCTb yBEIHUrIachy Gonee yeM Ha 50 % 3a mociennue 20 ger 1 mo TeMnam TPHpoey,

cocraBnger 3-7 % exeroaHo. OnpelelneHHbIH BKJIaZ B POCT 3abonesaemoctd HXJI Brecny
yBeJIHYeHHe MPOJOIDKHTEIBHOCTH XU3HH, YIy4IlIeHHEe KayeCTBa IMarHOCTHKH JTUM(OM, STIHIEeMus
BUU. Ho 5THM MOXHO OGBACHHTS JIMIIL HeGONbLIYIO YacTs npupocTta. Yacrora HXJI Bapeupyer B
Pa3sHBIX perHMoHaxX Mmupa: oHW peaku B Slnonun, Mumuun, Cuxramype, BecbMa paclpOCTPAHCHBI B
CIIIA, Kaumame, Adpuxe. OrMeyaloTcs pacoBble pasiauuus B 3a00JEBAEMOCTH: €BPOINCOU/IBI
GONEIOT 3HAUMTENHHO Jame adpoaMepHKaHIeB U 0cobeHHo daie snoHmeB. [Tnk 3a0oeBaeMOCTH
HXJI B EBpone otmeuen B Hupnepnanmax u CkaHIMHABCKHX CTpaHax. B TeyeHHe MOCICAHHX 4
AECATHNIETHH pPOCT 3a00EBAEMOCTH HOCHT SNMAEMHYECKMM XapakTep. YBEJIHYCHHEC HACT B
OCHOBHOM 32 CHET arpecCHBHBIX (OpM. YBEIWUEHHE YaCTOTHI MEPBHYHBIX JIMM(pOM LEHTPATBHOH
HepBHOH cucteMbl (IIJII[HC) wacTH9yHO CBA3BIBAIOT C BO3HMUKHOBEHHEM HX Y INAIlMEHTOB C
cuHIpoMoM npuobperennoro ummynopeduuuta (CIINI), xoTa pocT 3a601€BaEMOCTH HAYaJICA 10
snupemun CITAJla u xacaercs nonyisuuu BUU-HemnduuupoBaHHbIX [8]. OT™MeueHO TakoKe
reorpaduyeckoe pasHoobpasue rucronoruyeckux noxarunos HXJI. Hanpumep, popma mumpomsl
BepkuTra BCTpeuaeTcs y HeTel B 3KBaTopHaubHOW AQprKe; BBICOKHH ypoBeHb 3a00/1€Ba€MOCTH
mumpomoit xemyaka otMedaercs B CeBeproit Mtanuu. Hasanphas gopma T-xietoynsix mumdom
IIUPOKO pacmpocTpaneHa B Kurae, Menkoxnerounad mMM@oMa KHINEYHHKA - Ha bmkHeM
Bocroxe, T-wierounsii nefiko3 (mumdoma) B3pocnsix - B IOxuo#t Slmomuu u Kapubexom
Oacceiine. TeM He MeHee, HECMOTpPS Ha HM3JIOXKEHHbIE BhINE (AKTOPHI, CIOCOOCTBYIOIIUE POCTY

3aboneBaemocTy mMboM, OONBIIMHCTBO caydaeB Bo3HHKHOBeHUss HXJI 00bsacHUTE Bo3neiicTBHEM

TEX WM UHBIX 3THOJNIOTHYECKUX (aKkTOpOB HE yaanoch.

Huddy3nas xkpynHokjerouHas B-kiaerounas sumpoma (JABKJI) sBmugercs
TeTepOreHHON rpynmoil jguMmdaTHyeckux omyxonell ¢  Pa3sNMYHBIMEA  KIMHWYECKUMH,
MOpP(OIOrHYECKUMH, AMMYHOGDEHOTHIMYECKUMH, IIUTOTEHETHIECKAMH IIPOSABIICHISAMHE U C Pa3HBIM
oTBeToM Ha Teparmio. CyOcTpaToM OIyXoJH SBIAIOTCSA KPYNHBIE TuMbounanble B-kieTku, KoTopsie
XapaKTEePU3YIOTCS BEIPAKEHHBIM aTHITM3MOM H IOJIMMOPGH3MOM, HAIMYMEM KPYIIHOTO SIpa, B Ba
u Gollee pa3 NpPEBBIIAIOIMM pa3sMep fapa Manoro JMUMGONMTa HIM PaBHBIM M IPEBBILAIOLIAM
pasMep sappa Makpodara. OrmyxoneBble KIETKH B OONBIIMHCTBE CIly4aeB pacmoNaraioTes
maddy3HO, HO MOTYT OBITE M pa3GpOCaHHBIMU CPe/M 3pensiX B-mumbomuros, unorma Ha doune T-
KJIETOYHOr0 OKpY)XeHHs, MIM (OopMUpOBaTh oOdYaroBele ckomieHus [9]. B 3aBucumoctu oT
KJIMHAYECKHX NPOSBIEHAS, MOP(OJIOTHYECKUX ¥ MOJIEKYIIAPHBIX IPU3HAKOB BBUIENSIOT PA3iAUHbIE
THIIB! KPYMHOKJIETOYHBIX B-KIeTOUHBIX MbOM.

Amuonozus IBKJI ocraercs HesicHo#. OmmyxoJib vame Bo3HHKaeT de novo, Ho MOXeT TaKxKe
Tpanc(hOpMHpPOBaTECS W3 MeHee arpeccuBHOM mMpombl (XTUL/mmmpoma 13 Mabx muMbonuTOB,

(I)OJ'IJ'IPIKyJISIpHaSI JII/IM(I)OMa, HI/IM(I)OMa K3 KICTOK MapFHHaJIBHOf/‘I 30HBI HJIA BapUaHT HOAYJISAPHOTIO
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muMorIHOro Ipeobnananus TuMGpoMbl XOUKKHHA). 3HAYAMBIM (haKTOpOM pHCKa SBIACTCS TAKKE

COMYTCTBYIOIMI MMMYyHOIE(QHIIMT, Y TAKHX MAIHEHTOB 3HAYUTENBHO Yalle, €M B CIopaguyYeCKuX
cmydasx Bcrpeyaercs EBV-mosutushas JIBKJI. B marorexese JIBKJI oCHOBHBIMH 3BEHBAMH
SABJISIOTCS. HAPYIIEHHE KIETOYHBIX IIPOLIECCOB IPONMHpEpaLuy, Co3peBaHus U Tu(epeHIIHPOBKH B
- TiMGOLIUTOB.

OAnudemuonozus

Muddysnas B-knerouynas kpynnoknerounas mmmpoma ([IBKJI) sBngerca naubonee
pacIpoCTpaHeHHBIM BapHaHTOM JMMQonponudepaTuBHbX 3a6oneBanuii B3pocibix (30- 40% ot
BCEX HEXOMKKMHCKHMX nuMpoMm). B Bospacre no 18 ner yacrora sToro BapuaHTa B-KieTodHON
omyxomu He mpeBbimaer 8-10%. Exeromno B mupe muarnoctupyercs 123 000 HOBBIX citydaeB
JBKJL. Puck passutus G0JNe3HH BBILIE Y JIIOAEH ¢ CEPONO3UTHBHOCTHIO BHpyca rematura C, mpu
HAIMYMKM BHpyca MMMyHoIe¢uimra denoBeka (BUY), ayroummyHHBIX 3aboneBaHud. Menuana
BO3pacTa COCTaBJseT NpHMepHO 60 JeT, MyxuuHbl U xeHuHbl 6onetor JIBKJI moyru ¢ paBHO
gacToToi [9].

Knunuyeckue npusnaxu JJBKJI pazHooOpa3HEbI, He Bceraa CHEUH(GUYHBEI M ONPEICIISIOTCS
IIEPBHYHOM JIOKAIHM3aIKell, CKOPOCTBIO pOCTa M PaCHpPOCTPAHEHHOCTHIO OIYXONH, a Taloke
HaINYMEM/OTCYTCTBHEM CHMIITOMOB HHTOKcHKaimu (B-cuMnromamm — 13 TeMmeparypoil Tena
>38°C 6Gonee 3 mHel 6e3 MPU3HAKOB BOCHAJICHUS, HOYHBIMH IO y3HBIMH IIOTaMH, IIOXyJaHAEM Ha
10 % Macchl Tena 3a nocieanue 6 Mec.). MoxeT HaGoAaThCs yBeNnIeHIE TMM(aTHIECKHX y3TI0B,
B CIydac BOBJIEYEHHsS B IpolecC JUMPAaTHYECKHX Y3JIOB CPENOCTCHHS H/HIM THMYCa BO3MOXKHO
pasBHTHE CHHIpOMa BEpXHEH MONOH BeHBl (LMAHO3; OMYTJIOBATOCTh TOJIOBBHI, INCH, BEPXHHX
KOHEYHOCTEH, BEpXHEH IIOJIOBHHBI TPYNHOH KIETKM; PacIlIMPEHHE IOJKOXHBIX BEH; OJIBIIIKA,
OXPHILIOCTh TOJIOCa, Kameldb M Jp.). IIpomecc, NOKalM30BaHHBI B JHM(ATHYECKHX y3nax
GPIOMHON MONOCTH/3a0PIOMHMHHOTO MPOCTPAaHCTBA, MOXKET MaHU(ECTUPOBATHCS BOSHHKHOBEHHEM
60JeBOr0 CHHApPOMAa W/WIM TpU3HAKaMH HapylmleHHs (QYHKIMH BHYTPEHHHX OpPraHOB,
KOMIIPEMHPOBAHHBIX OIyXOJIEBEIMH 00pa3oBaHHAMH. IIpH 5KCTpaHONANEHOM MOPAKEHHH OOBIYHO
NpEBATUPYIOT CHMITOMBI HapylIeHHs QYHKIMH COOTBETCTBYIOMuUX opranoB U cucteM. IUIITHC B
GOJBIIMHCTBE CIyYaeB IMPOSABISETCS O4YaroBOH H/MimM  o6meMo3roBodf  HEBPOJIOTHYECKO
cuMnToMaTukoi. YacTo  BCTpeHarOTCs HW3MEHEHHS I[ICUXUKH, CHMITOMBI TOBBIICHHS
BHYTPHUYEPETTHOTO ABJICHH, CYI0POKHEIE IIPHITAIKH.

Jlumpoma Bepxmrra (JIB) — BBICOKO arpeccHBHas muMdoMa H3 HMMYHOJIOTHYECKH
3pensIx B-KJIeTOK ¢ MpeuMyIecTBEHHO 3KCTPaHOAAIbHOM JIoKamu3armei [10].

Omuonoeus. JIb pgemar Ha 3 BapuaHTa: 3HIEMHYECKHMH, CIOpaaM4ecKkuil wu
nMMyHozedumTaccouupoBadnsii [10]. Ounemuyecknit BapuanT JIb dame Bcero BcTpewaercs B

cTpaHax skBaTopHanbHOM Adpuku u Ilamya-HoBoil I'BMHEHM, B KOTOpBIX 3T0 3aGoneBaHHE
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cocraBiser 10 75% BceX NETCKHX OHKOJIOTHHCCKIX 3abonesanuil. 3aboneBanue aCcCOLMMPOBay,

TaKkuMH HHQEKIHMOHHBIMM areHTaMH, KaKk BHpYC Onmreiina-bapp (EBV) wim  Manspuitaggy
wiazmouit. B KIMHHYECKON KapTHHE 4acTO Hab/I0/1aeTesi MOPAXKEHUE JIMIEBOTO CKEJIETa: BEPXHei
¥ HIDKHEN delrocTelf, OpOUTHI, a TaKXkKe MOYeK, SUYEK, IMYHUKOB, CIFOHHBIX, MOJIOYHBIX XENe3 u
LeHTpanbHOM HepBHOW cucrembl. Cropanmyeckuit Bapuant JIb — THIMYHASL Jb mo
MopdoIorHIecKuM, UMMYHO(QEHOTHIINYECKMM M IMTOr€HETHYECKHM IPU3HAKaM, BO3HHKAOIas
BHE JHIEMH4HO# 30HEL VIMMyHOneduuuT-accounuposannsii Bapuant JIb — JIb, Bo3HuKaromas Ha
done uMMyHOMEDHUUTHBIX cocTostHUM (y GompHeIXx BMY-mnHbekumeit, mocie TpaHCIUIAHTAIHH
OPraHoB, y GONBHBIX NMEPBHYHBIMH HMMyHoneduuuramu). Yame Bcero Berpewaercs y BHY-
MHOUIMPOBAHHBIX GONBHBIX, IPUYEM HA PAHHHMX dTanax passutus (1o cHmkenus CD4+ KJIETOK).
BoneoT NpeMMyIeCTBEHHO MyX4YMHBL UacThIMH TNpPOSBIEHHUAMM 3a00jI€BaHHA  ABJIAIOTCA
nuMbaneHonaTus, CINICHOMET ks, BOBJIEYEHHE B OIIYXOJIEBBIH MPOLECC KOCTHOI'O MO3ra.

Bnudemuonozus. JIb 60IEIOT MPeUMyYINECTBEHHO MY>X4YHHEL Y nereii JIb cocTaBiseT 0koJ1o
30-50 % Bcex mampoM. COOTHOIIEHHE MATLYHMKH : JEBOUKH — 3—4 : 1, cpenHuii Bo3pacT — 8 net. ¥V
B3pocnsix JIB BCTpeudaeTcss 3HAUMTENBHO pexe — B 2 % cioydaeB Bcex auMdom. bBoieror
IPEMMYINECTBEHHO MOJIOJIBIE MY)XYHMHBI, COOTHOLICHHE MY)XYHHBI : JKCHIMMHBI — 3 @ 1, cpexHuii
Bo3pact — 25-30 net [11].

Knunuueckue nposenenus JIBE 0OyCIOBICHBI JIOKanM3alMed H 00BEMOM  OIyXOJIH.
[IpaKTHYeCKH BCera eCTh B-CHMITOMBI, dame BCero — OBICTPO pa3sBHBAOIIASACS MOTEPS MAaccChl
tena (no 10 xr u Gonee 3a Mecsn). [ JIb xapakTepHa 3KCTpaHOAAIBHAS JIOKATHU3AIHS OIIyXOJIH.
Haubonee d9acTo NOpPAXalOTCS OpraHsl OpIOMHON MOJOCTH: TOHKAs KHMINKa (Yame ee
TepMHHAIBHBIA OTHEN), OpbDKelika, a TalkKe JKEMyHOK, TOJCTas KHUINKA, OpIOmMHA, MEYeHB,
ceneseHka. Crenuduyeckoe MOpakeHHe KOCTHOro Mo3ra Habmomaercs B 25-35% ciydaes,
IEHTpaIbHON HepBHOH cucTeMsl - B 20-25% ciy4aes. TunuyHO BOBJIEUEHHE MOYEK, AUYHUKOB,
AMYeK, abIOMHHAIBHBIX U 3a0pIONIMHHBIX TUM(ATHYECKHX Y3JIO0B (OCOGEHHO B WJICOLEKAIBHOH
obnactr), pexe — nepudepuyeckux mumbparugeckux y3nos. B 10-15% caygaes JIB ormedeno
BOBJICUCHHE KOJIbIIa Banpjeiiepa, CIIIOHHBIX JKEJ€3, BEPXHEH W HIDKHEHW 4YEIIOCTH, OPOMTEL
CpenocTeHne MOpaXaeTcsi PeKo. XapaKTepHHIM CHMITOMOKOMIUIEKCOM IIpH JIb samnsercs
KTHHHEKA OCTPOTO XHBOTa» B Pe3yNbTare OOCTPYKTUBHOM KHMINEYHOH HENPOXOXMMOCTH, OCTPOTO
AIICHIUIIATA, O KETyJOYHO-KMINEYHOTrO  KPOBOTEYEHHs WIM  mOepdopauud  BCIECTBHE
crenupuueckoil HHQUIBTPAIMA JKETy/IKa w/unn kumevHuka. Ilpu ¢usukamsHOM OcMOTpe y
GONBHOTO MOYKHO OGHAPY)KUTh YBENMUCHHE JXKHBOTA 33 CYET OIYXONW M acuura. Poct omyxonu
IPOMCXOAUT CTPEMHUTENBHO, H B OOJIBIIMHCTBE CIIy4acB K MOMEHTY TOCIUTAIN3AIMH NOpPAKEHHE
OpraHOB OpIONIHON IONOCTH IPEACTAaBICHO MACCHBHBIM OIYXOJEBEIM KOHIJIOMEPATOM C

BOBJICYEHHEM HECKOJBKHAX BHYTpEHHHX opraHoB. Kax mpasuno, Gombabie JIB mocrynaior B
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CTallMOHAP B TSHKEJIOM MIIH KpaiiHe TshkeioM 14 cocTosHun, 00yCI0BIEHHOM 00JIBLION OMyX0/1eBO
MAaccOH, WHTOKCHKAIWeH, MCTOLIEHHEM BIUIOTh [0 KaXeKCHH, 3JIEKTPOJIMTHBIMU HapyLICHHSIMH.
Hepenko ocHoBHOU TepaneBTHYeCKOi npobnemoit y Oonbueix JIB Ha HayagbHOM 3Tame
3a007IeBaHMs ABNSAECTCS MPOrPeCCHpyOLIas octpas nmo4eyHas HegocratouHocts (OITH). Haubosee
“aCThIMH IIPUYMHAMHU €€ Pa3BUTHS SBIIAIOTCS CHENH(UIECKOe OPAXEHHE MTOYEK, CHHAPOM JH3HCA
onyxonmu (CJIO) m HapymeHHe ypomMHAMHKH 3a CYET CHABIEHHS MOYETOUHHKOB OITyXOJIEBBIM
KOHIJIOMEPATOM C Pa3BUTHEM MOCTPEHAIBHOM aHyPHH.
JAunarnocruka

1. Cbop xano6 u anamuesa. XanoGsl HecnenuUUHBI M ONPENENAIOTCS NEPBAYHOM
JIOKaTM3aIMen, CKOPOCTBIO M PacHpOCTPAHEHHOCTBIO OIYXOJIM, HapylleHHeM (QyHKIUH OpraHoB.
Hannune necnennduyeckux cumnromon uaTokcukanuu. [Ipu TIJIIIHC B GONBIIMHCTBE CIydYaeB
HabmonaroTCs XaoObl, CBA3aHHBIE ¢ OOIIEMO3roBoM (rojoBHas G0Jb, TOLIHOTA, PBOTA) HIIH
04YaroBOH HEBPOJIOIMYECKOH CHMIITOMATHKOM.

2. OAK, OAM, 6/x ananu3 kpoBH, koarynorpamma. I[Ipu BbIiBIeHHHM IuUMQoNHTO3a B
o0mmeM (KJIMHMYECKOM) aHAIM3€ KPOBH (HE3aBHCHMO OT 4YHCIIAa JICHKOIMTOB), a TaKXkKe IIpH
npeobnafaHuy JTMMQPOMIHBIX KJIETOK, ATHIOMYHBIX JTUMGOLNMTOB WM KIETOK C O61acTHOM
Mopdosiorneii Ha JIOOOM dTame JUAarHOCTHKH M JIEYEHHS DPEKOMEHIYETCsS BBIIOJHECHHE
MMMYHO(EHOTHITHPOBaHHUs ieprudepruueckoil KPOBH JUI BRIABICHHS CyONONYIIAMOHHOrO COCTaBa
mumdonuTos [12].

3. MmyHOderOTHIIMpOBaHKE. Mopdonoruyeckuit cybcrpar mupdysnod B-xrerodHon
KpymHOKieTouno# nmumpomsr ([IBKJ) mpencTaBneH meHTpobnacTamMi, HMMYyHOONAacTamy,
KIeTKAMH ¢ MHOTOJOJIBYATBIMH S[pPAMH, KJIETKaMH C HOJMMOpPGHBIMH/aHAIIA3HPOBAHHBIMU
SApaMH B Pa3NMYHBIX KOJNMYECTBEHHBIX COOTHOINEHHSX, 9TO ONpEENSET MOPQONOTHICCKHi
BAapHMAHT ONYXOJNH: IEHTPOONACTHBIH, HMMYHOOIACTHBIA (>90% oOmyxOoneBBIX KIETOK C
Mophoorreit IMMyHOGIACTOB), aHAILTACTHYECKHH. VIMMYHODEHOTHII OIYXONH XapaKTepH3yeTcs
skcmpeccuell nan-B-kinerounsix amturenoB CD20, CD19, CD79a, PAX-5 (moHOMOp®Has
WHTEeHCHBHas sjepHas oskcmpeccus), CD45 u  OTCYTCTBHEM skcmpeccrn  CD3.  CD30
(MeMbpannas +/- dot-like peaxuus) MOXET OBITH 3KCIPECCHPOBAaH YacCTBIO OIYXOJEBBHIX
xnerok. CD5-mosutusHas JIBKJI Bcrpewaercs mnpuMepHo B 10% nHabmonmenmit. B sTHx
clly4asx Heo6XOIUMO HMMYHOTHCTOXMMHYECKOE HCCIIEIOBAHAE C aHTHTENaMH K Cyclin D1
Ul MCKJTIOYEHHs MOTMMOpGHOKIETOYHOr0/61aCTOMAHOTO BapHaHTa JMM(QOMBI U3 KJIETOK MAHTHH.
Bumecte ¢ TeM, 1o 20% JIBKJI moryt skcipeccupoBath Cyclin D1 (4acThb OIyXONEBBIX KIETOK,
cnabas Mo MHTeHCHBHOCTH sepHas peakims). JIBKJI, kak mpaBmio, XapaKTEpU3yeTCst BHICOKO#
MHUTOTHYECKOH ¥ TpPOTH(pEepaTHBHOM aKTMBHOCTBIO. M3ydeHue NpoQuIs 3KCIOPECCHH TEHOB

O3BONAET  MAEHTH(HUIMpOBATh MoJNekyispuble moxrunsl JIBKJI, w4ro Moxer umerh
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[POrHOCTHYECKOE 3HAUEHHE: GIAarONPUATHBIM TPH3HACTCS GCB (repMHHOKJIETOYHBIH) MOATHII,

pebnaronpuaTabiM — ABC moaTun (u3 akTHBHPOBaHHBIX B-knetok).

Jlumpoma Bepxurra (JIB) mpencrasnser coGoif B-knerounyro sumpomy c andoysHbm
pOCTOM MOHOMOP(HBIX KJIETOK CPEJHEr0 pasMepa C OKPYIJIBIMH SAPaMHM, BHICOKHM SIEPHO-
IMTOIUIa3MAaTHYECKUM  COOTHOLUCHHEM,  BBIPQXEHHBIMH MODP(OJIOrMYECKHMH  MPH3HAKaMH
amonrto3a. TumuyHa KapTHHa «3Be3gHOro Hebay (Makpodaru ¢ hparMeHTaMH aloONTO3HBIX TENELL
B nuTomiasme). Omyxonms mMeer ummyHogexotun CD20+, CD10+, CD38+, BCL-6+, BCL-2-,
CD44-, TdT-, CD3-, EBER (ISH)-/+. Unznekc nponudepaTHBHOM aKTHBHOCTH OIMyXOJIEBBIX KJIETOK
(mo Ki-67) mpubmmkaercs x 100%. B penkux cioydagx YacTh ONYXONEBBIX KIETOK clIa6o
skenpeccupyer BCL-2  (umromnasmatuueckas peaknus). Oxcnpeccus MUM.1  (amepHas
peakuus) 4acTo accouuupoBana ¢ HauuuveM uHpexuumu HIV u EBV. Jluarmoz JIB TpeGyer
00s3aTenBLHOrO MPOBENEHUSA nutoreHetuuyeckoro/FISH wuccinemoBaHuss [iid  BBIABICHHS
TpaHcmokanuu c-myc/IgH, u nckmouenus peapamxuposok resos BCL-2, BCL-6.

4. buoncus (MHIM3HOHHAs, COr-GHONCHSA) NMM(ATHYECKOTO y3jIa HIH APYroro ovara
nopaxkeHus. TpenaH-GHONCHS KOCTHOrO MO3ra.

5. II9T/KT Bcero Tena.

6. Pentrenorpadus rpy1Hoit KJIETKH B 2-X IMPOEKIIUSAX.

7. Y3U mumdatuyeckux y3noB. IIpu  ynpTpasByKOBOM HCCIENOBAaHHH HEOOXOIHUMO
OLIEHUTH Nepudepuyeckue IJMMGPATHIECKHE Y37bI, BHYTPUOPIOIIHBIE, 3a0pIOIMHHHBIE Y3IIBI,
opranpl OprOIHONW HONOCTH M Majoro Tasza. Jlumdoysnel nquameTpoM MeHee 1 c¢M cuHMTarOTCS
HENOpPa)XeHHbIMH, JIUM(GOYy3/Ibl auaMeTpoM 1-2 cM TpeOylOT AWHAMHYECKOro HaONIOAEHUSA B
mpoliecce TepauH, TMMGOoy3ibl AuaMeTpoM OoJiee 2 CM CUHTAIOTCS IOPAXKEHHBIMH.

8. MPT ronoBHOro Mo3ra ¢ KOHTPaCTHPOBaHHEM.

9. COMHHOMO3r0Bas ITyHKIUS MAllHEHTaM C HEBPOJIOTHIECKOH CHMIITOMATHKON C OLEHKOM 1
AMMYHO(EHOTHIIHPOBAHNEM CITHHHOMO3TOBOM JKHIAKOCTH.

10. Y3U 6prommnoii monoct, MPT/KT 6proInHo#M I10I0CTH, MAJIOTO Ta3a, IPYAHOM KIETKH.

Jleuenue

CraHzmapToM JiedeHus Hexo0dcckuncKux num@pom SBISETCS KOMOMHMPOBAHHOE JIEYEHHE,

OCHOBaHHOE Ha NPUMEHCHHH HMMYHOXMMHMOTEDAIMH M JIy4€BOM TEpalmuW, XUPYyprHYECKOM

JICYCHHH.

[TanmentaM crapme 18 jer ¢ BIEpBbIC ycranoBienHo# JIBKJI I-II cramuu

pPEKOMEHAYETCA  MPOBECTH 4-6 KypcoB HMMyHOXHMHOTepamuu 10 cxeme R-CHOP-21

(puTyKCHMab, JOKCOPYOHIIMH, mukiodocdaMusi, BAHKPUCTHH)  C IIOCJIEAYIOIMM BBIIOJHEHHEM

IpoweAyphl pectanupoBanus [12]. B ciydae MOCTHXEHHS NPOTHBOONYXONEBOro OTBETA IIO

cxeme R-CHOP y namueHTOB cCTapiine 18 ner ¢ Bmepsele ycranoBiaeHHOH JIBKJI I-II cramuwm,
15



MEH 1
PEKOMEHIOBAHO  BBINOJIHEHUE KOHCOJIMJUPYIOIIEH Jy9eBOH TepalHuH Ha 30HEI HCXOHO

MOPKEHHBIX TUM(BATHYECKHX Y3M0B M/HIH kCTpanofanbHoro nopaxenus COJ[ 30 I'p, POJ] 1,8

-2,0'p.

Hauuentam crapme 18 jer ¢ BIEpBBIC  ycTaHOBNeHHOHM JIBKJI III-IV cramum

PEKOMEHIYETC MPOBeCTH 2-4 Kypcos MMMyHOXuMHoTepanud R-CHOP-21 ¢ mocnemyromum
BBITIONIHEHIEM NPOUENYPEI DECTANMPOBAHUS M, B CIydyae AOCTHIKEHHS IIPOTHBOOIIYXOJIEBOTO
OTBETa, MpPOBENCHUEM eme 2-4 Kypcos mMMyHoxumuoTepamuu R-CHOP-21 u mmanmpoBanueM
KOHCONMIUPYIOIIEH  JIy4eBOM TepanmuM HAa 30HBI C KMCXOJHO MACCHBHBIMH OITyXOJIEBEIMH
obpazosanusmu COJI 30 Tp w/mmu M30IMPOBaHHBIMH OYAraMu nopaxenus kocreit B COJl 30-
40I'p, POJT 1,8-2,0 I'p.

llanuenram ¢ Bmepsble Bepudumupopansoii IIILIHC pekOMEHIOBAaHO J€YEHHE C
BKJIFOYEHUEM BBICOKHX /103 MeToTpekcata** (>3000 mr/m2).

[Tawentam ¢ JIB pekomeHIyeTcs B KayecTBE OCHOBHOTO METOZA JIEYCHHS KOPOTKas
HMITyJIbCHas BBICOKOMHTeHCHBHas X1 +/— putykcuma6b. Ilammentam c¢ JIb. pexkomenayercs
SKCTPEHHOE KyIHpOBaHUE AMEIOIUXCS XHPYPrHYECKHUX  OCJIOXKHEHM (kummeyHast
HETPOXOAUMOCTh, KpOBOTEYEHHs, nepdopanus), KOPpeKUHs 3JIEKTPOJIMTHBIX HapyLICHHI,

KyIHpoBaHHe HHGEKIIMOHHBIX OCIIOXHEHMH, 601eBOro cuaapoma [2,85].

4. CpaBHUTeNIbHAS XapaKTepUCTUKA TUM(GPOMBI XOMKKHHA U HEXODKKHHCKHX
auMdomM.

Jlumpoma XomKKHHA U HEXODKKHHCKas JTUMboMa ABILIOTCS TuMponponrdepaTHBHEIMU
3a00JIeBaHUSAMH B3pOCIbIX H JETEH.

Pasuuna mexay JIX u HXJI 3akmodaercs B TOM, YTO paK pasBHBACTCA B PasHBIX
nmaMponutax. OTIMYMTETPHBIM OIYXOJeBBIM CyOcTpaToM JIX SBISIOTCS TUTAHTCKHE KIICTKH
Bepesosckoro-IlItepua6epra-Puna. Hanuuue 3THX KICTOK IPH THCTOJOIHYECKOM HCCIIENOBAHHH
mo3BOJIsieT mocTaBuTh muarHo3 JIX. HXJI HaumbaeTcs W3 HOpPMalbHBIX JTMMGOHMAHBIX B-
nmuMmponuroB, T-TUMOOIMTOB HIHM  €CTECTBEHHBIX  KJICTOK-KHIUIEPOB, KOTOpBIE — IIO3XKE
TpaHC(OPMHUPYIOTCS B OIYXOJIEBEIE.

JIX 3a6oneBaroT B mo6oM Bo3pacTe, HO 1-if uk 3a6oaeBaeMocTH mpuxoautcs Ha 20-30 et
2-if muk oTMmedaercs mocie 60 yer. MyxduHBI OOJNEIOT HECKOJNBKO 4Yalle >XCHINWH. YpPOBEHb
3a60J1eBA€MOCTH MYXKCKOrO HaceleHHs Bbuue B 1,5-2 pasa B JE€TCKOM BO3pacTe M B BO3PacTHOM
rpymie crapme 40 Jet.

@akTOpaMH pHCKa SBJIAIOTCS HATMYMEe HMMYHONCHHUIMTHBIX COCTOSHHI, 3apaxeHHe
upycoM Dmmeina-Bappa, HacnencTBeHHbIH aHamHes. MakcumanbHas 3abonesaemocts HXJI

NPUXOJHUTCA Ha JuI cTapiie 60 JeT, OMMHAKOBO Y MyXUHH H XKCHIIHMH. OnHako mpH HEKOTOPHIX
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sumax HXJI, Takux xak mpu numdome bepkurra B 30-50% ciyyaeB nopakaer nerei, CPe My
Bo3pacT - 8 seT M game 6oserorT Manbyuku. Paxropamu pucka pazsutus HXJI ssiusrores: Hallnyye
HaC/Ie[ICTBEHHOr0 MMMYHHOT'O PacCTPOMCTBA, ayTOMMMYHHOro 3abojeBauusi, BUYU / CIIN]Ta,
uenoBeyeckoro T-mumdorpoduyeckoro Bupyca tuma I wum BUpyca OmureiHa-Bappa,
3HIEMUYHbIC PaHOHBI B City4yae TuMdoMbl Bepkurra — CTpaHbI 9KBAaTOPUAIbHOH AQpHKH.

Hpusnakn JIX u HXJI cXomHel W BKIIOYAIOT OTeK B MUM(ATUYECKUX y3jaxX IIeH,
IIOIMBIIICK, Maxa MK JKENIyKa; TUXopanaka 6e3 Kakoi-1u60 U3BECTHOM IIPUYHHBI, HOYHBIE ITOTHI,
TOTePs Beca Oe3 BUAMMON NPHYMHEL, 3yX KOXH U YyBCTBO CHJIBHOM ycTanoctd. OmgHaKo ecTh U
oTm4us. JIX vame NoKamm3yeTcs akCHaibHO M nopaxaer oavH wim rpymnny JIY (wmeiinsie,
MEIMaCTHHANBHEIC, NapaaopTANbHBIE), MOpaXKaeT CMexXHbe JIY. IIpu HXJI nabmopaercs
MHOKECTBEHHOE mopaxenue mnepudepuyeckux JIY, pacnpocTpadseTcs HeynopsaodeHHo. IIpu
HXJI wame Bosnekaiotcst MesenTepuansusie JIY nmambonaHoe KonbLo Banbaeiiepa, 9to peaxo
BCTpewaeTcs mpu JIX. Mmenno mns JIX XapakTepHO nosBienue 6omu B JIY mocne mpuema
QJIKOTOJIbHBIX HAIIMTKOB.

st HXJI xapakTepHa 3KCTpaHOIAIbHAS JIOKATH3AIHIS OIlyXOJIH, IpH JTuMpoMe Bepkurra
9acTo pasBUBACTCA KIMHAKA OCTPOrO KMBOTA, YTO TPEOYeT HEOTIOKHOTO XHUPYPrHYECKOro
BMemarenscrBa. Ilpy HXJI (mepBuunoit mumbome ITHC) xapaxktepma ouaroBas u
HEBPOJIOTHYECKask CHMIITOMATHKA, YTO KpaiiHe penko Betpeuaercs npu JIX.

Ilpy HIMMYyHOGEHOTHIIMPOBAHMM T'MCTONIOTMYECKHX obpasnioB JIX u HXJI Taxxke
BBUIB/SIFOTCS CYIIECTBEHHBIC OTIMYHMSA B 9KcmpeccHM CD-KIETOK W CHenu(HYHBIX T€HOB IS
KaXXI0T0 BU/A OIyXOJIH.

Ilporio3 u ypoBeHb BeDKHBaeMocTH 1A JIX sBusercss GmaronpustaemM. Bonee 80%
TNAallHEHTOB IIOJIHOCTBIO H3JICYMBAIOTCI OT JAaHHOro 3aboneBanusa. Jlewenme JIX Brmouaer
XHMHOTEPAIHIO, Ty4EeBYIO TEPAIIHIO U 110 MOKA3aHUSIM XHPYPrHYECKOE BMEIIATENbCTBO.

HXJI aBJsroTCA arpecCUBHBIME OnmyXojiaMu. IIpornos mma HXJI 3aBucuT oT crammu paxa,
THIIA HEXOMKKUHCKOH muMdomel, ypoBsa JIJI. Jlewenme HXJI BkmoyaeT wMMyHOTEpamuio,
XMMHOTEPAITUIO, TAPTETHYIO TEPAITHIO, JIy4EBYIO TEPAIHIO, XUPyPrUYECKOE BMEIIATEILCTBO.
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