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BBenenne

HEXOJDKKMHCKHUE JIMM®OMBbI (HXJI) - 3aHUMAarOT TpEThE MO 4acToTe
MECTO CpPEIU 3JIOKAYECTBEHHBIX OMYXOJEN AETCKOrO0 BO3pacTa IOcCie JEHKEMUN 1
omyxoned IHC. 3a mnocnemnue 15 neT ynanoch 3HAYUTEIBHO MOBBICHTH
JIOJITOBPEMEHHYIO ~ BbDKMBaeMocTh  jJered ¢  HXJI  Omaromaps  aByM
oOcTOsITENIbCTBAM: TIEPBOE - ATO MOoHUMaHue Toro, uro HXJI - 3to Bcerna
CHUCTEMHBIN MPOLECC, JAXKE B CIydae KAXKYIIETOCS JOKAJIBHOTO MOPAXKEHUS, T.€.
KJIFOUEBBIM CJIOBOM B JICUEHHUU ATUX JUM(GOM SBISETCS MOJUXUMHUOTEpaIus, U
BTOPOE OOCTOSITENbCTBO, oOecmeunBIiee ycrnex B jedennn HXJI y meteit - ato
MMOHMMAHHWE, 4YTO pPa3Hble MMMYHOJIOTUYECKHE TMOJATHUIBI HMEIOT Pa3HOE
OHoJOTHYeCKOe MOBEJACHUE U, CJIEIOBATEIbHO, TPEOYIOT MPUHIIMIHAIBHO Pa3HbIX
JIe4ueOHBIX ITOIXO00B.

HXJI mpenctaBisitoT reTeporeHHYI0 TPYIIY 3JI0KAYECTBEHHBIX OIMYyXOJEeH
mumponponaudepaTUBHON cUCTEMbl (B HACTOSIIEE BpeMs MpaBUIbHEE TOBOPUTH
MMMYHHOM CHCTEMBI), KOTOpPbIC OTJIMYAIOTCA APYr OT JApyra KIMHUYECKUMHU,
MOP(OJIOTUYECKUMHI, UMMYHO(PEHOTUITMYECKUMH XapaKTEPUCTUKAMU U OTBETOM Ha
XAMHUOTEPAINIO, T.€. MO CYTH SIBIAIOTCS Pa3HbBIMH BHJIAMHU 3JI0KAYECTBEHHBIX
OMyXo0Jieil. OTU pa3Inyus, KaKk MPEeAIoaraeTcs, OTpakatoT MPOLIECCHl CO3PEBaHUS
U (QYHKIUOHAIBHBIE OCOOEHHOCTH KJIETOK HMMMYHHOW CHCTEMBI B JETCKOM
BO3pacTe.

Brigenenue xaxnoro Bapuanta HXJI OCHOBBIBaE€TCS Ha THCTOJOTHYECKUX
KpUTEpUSIX,  WMMYHOJIOTMUECKUX,  I[MTOTCHETHUYECKUX UM  MOJICKYJISIPHO-
T€HETUYECKUX XapaKTEPUCTUKAX.

Ota rTpynmna 3a00JieBaHUN CYIIECTBEHHO OTJIWYACTCS OT TOM00HOU Y
B3pocibix. HXJI nerckoro Bo3pacta UMEIOT OBICTPO MPOrPECCUPYIONIEe TEUEHHUE C
JIMCCEMHUHAIIUEN 110 KOCTHOMY MO3TY U ITHC, IO TUCTOJIOTUYECKOU CTPYKTYpeE B 97%
cllydaeB OHU HMMeEIT AU(QGY3HBIN XapakTep MOpPaKeHHs, HOAYISPHBIC (HOPMBI
Ype3BbIYAHO PEAKU, W OTHOCATCA K JuMpoOMaM BBICOKOM  CTENEeHU

3nmokadyecTBeHHOCTH. Bee craguu nerckux HXJI TpeOyroT XuMHuoTepaneBTHUECKOro



JICYEHUsS W OINEpPAaTUBHBI METOJl KaKk U JydeBas Tepamusi HMEIT CaMoe
MUHUMAJIbHOE TPUMEHEHHUE B JIETCKOM MPAKTHUKE.

OaHUM U3 HEMTPOCTHIX ACMIEKTOB, OTHOCSIIMXCA K JIMM(OUTHBIM HEOIUTA3UsIM,
ABJISIETCS UCIIOJIb30BaHUE TEPMHUHOB «muMponuTapHas JEeHKEeMUsD»
(mumdoruTapHbIi Jeiiko3) u «mMdomay. TepmuH «imMbonUTapHAs JTCHKEMUSD)
UCIIOJIB3YIOT Uil OOO3HA4YeHUsI HEOIUIa3uid, MPU KOTOPHIX B IMATOJIOTHYECKUN
MIPOIIECC BOBJICKAIOTCS KOCTHBIM MO3T M Tepudepudeckas KpoBb (HE Bcerma), a
auMGoMoil  Ha3bIBalOT TMpoJinepaTuBHOE PACCTPOHMCTBO C 0OOpa3zoBaHUEM
OMyXOJIEBBIX MacC B TKaHsiX. I[lepBOHayanbHO STH TATOJIOTUU CUYUTAIU
CaMOCTOSITEIIbHBIMU 3a00JIEBAaHUSMHU, OJTHAKO IO MEPE HAKOIUICHHS] HOBBIX JIAHHBIX
pasznuyue MeXIy dTUMH MOHSTHSIMHU CTalo ctupatbea. MHorma num¢omsl uMenu
CUMIITOMATHKY JICMKEeMHUH, M TPOTrpEeCcCUpPOBAHUE MHKYpaOEIbHBIX JTUM(POM B
JeiikeMuH He ObLII0 YeM-TO HeoObIYHbIM. M1 Ha000pOT, MHOT A TTPH JIEHKEMUIX ObLITN
TKaHEeBbIe 00pa30BaHUsI, HE COMPOBOMKIAIONTUECS MOPAKEHUEM KOCTHOTO Mo3ra. B
CBSI3U C OTUM TEPMHHBI <«JIEUKeMHs» U <«IUMPOMa» MPUMEHUTEIBHO K
TUMGOUTHBIM HEOIUIa3UsAM MPOCTO OTPAXKAIOT TKAHEBOE PACIIPEACIICHUE KaXKI0TO
3a00J1eBaHUs.

Knaccudpuxauus

Knaccudukanus numMdougHBIX HEOIUIa3uil JTOCTATOYHO MPOTHBOPEUNBA,
OJIHAKO YCIIEXU B Pa3pabOTKe MOJEKYISPHBIX METOJOB JUATHOCTUKU MO3BOJIUIIU
CYIIIECTBEHHO YJIy4IUTh ATy cuTyaruto. CornacHo kiaccudukanuu BcecemupHoit
opranuzanuu 31apaBooxpanHeHuss (BO3), ocHoBaHHOW Ha MOp(OJIOruYecKux,
UMMYHO(DEHOTUNTUYECKUX, TEHOTUIUYECKUX U  KIMHUYECKUX  MPU3HAKAX,
TuMGOUIHBIE HEOIIa3UM pas3liefieHbl Ha S5 KaTeropuid COOTBETCTBEHHO WX
KJICTOYHOMY MPOUCXOKIACHUIO:

npe-B-knerounsie Heorazuu (6e3 co3peBanus B-kieTok);

nepudepuieckue B-kierounsie Heotutaszuu (¢ 1udhepeHIMpOBKOM KIETOK);

npe-T-kiaeTounsie Heoriazuu (0e3 co3peBanus T-KIETOK);

nepudpepuueckue T-kierounsie W NK-kierounsie Heomnazum  (C

nddepeHIUPOBKON KIETOK);



mumboma Xomkkuna (¢ kinerkamu Pun-1ltepuOepra u ux Bapuantamu).
IIpe-B- u npe-T-kiIeTouHbIC HEONJIAZUU

Ocmpas numghodracmuas netikemus/iumgpoma

OmnyxomneBble KJIETKH TpHU OCTpol JuMQPOoOIacTHON nerikeMun/IuMpome
(OJUJT) mpencrapisator coboit He3penblie B-kierku (npe-B-knetkn) wam T-kieTku
(npe-T-kneTku), Ha3piBaeMbie JuMpoodactamu. Okosio 85% Becex OJIJI — 3t10 B-
xierounass OJUJI (B-OJIJI), B THOMYHBIX CilydasX MpPOSBIAIOMIASCS KaK JAETCKas
octpass Jneiikemusi. Pexe Berpewatomasics T-xnerounas OJUJI  (T-OJLI)
HAOJI0JaeTCsl MPEUMYILECTBEHHO Yy TMOJPOCTKOB B BHUAE TUMYCHOW JTUM(OMBIL.
Kmuanueckass kaptuna B-OJIJI u T-OJIJI 6nuska: wampumep, B-OJIJI moxer
MPUHUMATh HEOOBIYHYIO (POPMY OITyXOJIEBOM MAcChl B KOXKeE MM KOCTAX, a T-OJIJI
BO MHOTHX CJIy4yasX M3HAYaJIbHO WJIM CO BPEMEHEM JaeT KIMHUYECKYIO KapTUHY
neiikemun. M3-3a MOp(dOJIOrHYECKOTO M KIMHHUYECKOTO CXOJICTBA Pa3lIMYHbIC
dopmbr OJIJI pacecmotpensl BMecte. OJIJI — nHanbonee vactas 3710KkayecTBEHHAs
onmyxonb y nereil. Exxerogno B CLIA auarnoctupyrot ~ 2500 HOBBIX CiIy4yaes, U
OOJBIIMHCTBO U3 HUX PErHUCTpUPYIOT y Aeteit po 15 ner. Yactora OJIJI y nui ¢
OesbIM IIBETOM KOXXM B ~ 3 pasa BbIIIE, YEM Yy JIMI] C TEMHBIM I[BETOM KOXHU.
3aboseBanue dYalle BCTPEUYAETCS y MalbUMKOB. M3 BCEX ATHUYECKUX TPYIIII
HauMOOJbIIIasl YacTOTa OTMEYEHAa Yy MCHAHOSI3bIYHBIX amepukaHieB. [luk
3a00J1€BaEMOCTH TPHUXOAUTCS Ha 3-JIETHHM BO3pPacT, BO3MOXHO IOTOMY, YTO
KOJIMYECTBO Tpe-B-KIeToK B HOpMaIbHOM KOCTHOM MO3T€ 0OJIbIIIE BCET0 NMEHHO B
stoM Bo3pacte. Iluk 3aboneBaemoctu T-OJIJI HabmogaeTcs B MOIPOCTKOBOM
BO3pacTe, KOrjaa TUMYC JOCTUraeT MakcuMmainbHoro pasmepa. B-OJIJI u T-OJIJI y
B3POCJIBIX PETUCTPUPYIOT PEXKE.

Mopdonorus. ITpu JIEUKEMUH KOCTHBIN MO3T OTJINYAETCSA
TUTEPKICTOYHOCThIO U 00miIHeM JUM(pOOIACTOB, TIIIOTHBIE CKOIJICHUS KOTOPBIX
3aMENIal0T HOPMAaJbHBIE JJIEMEHThI KOCTHOTO Mo3ra. MeauacTuHANIbHbIC
OMyXO0JIeBbIE MacChl B TUMyce BcTpeuaeoTces B 50-70% ciyuaeB T-OJIJI. B sroit
CUTyaulu OoJiee BeposiTHAs CBSA3b C JuMdoaJeHoNaTuel u cruieHoMaranuein. 1

nipu B-OJIJI, u npu T-OJIJI onmyxoneBbie KIETKU UMEIOT CKYJIHYIO arpaHyJIsipHYIO
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0a30(puIpHYyI0 UTOIIa3My U OoJiee KpyMHHbBIE s/ipa, YeM Y MajbIX JTUMQOIHUTOB.
SAnepHbIi XpOMaTWH HMMEET TOHKYI0 TOYEUYHYIO CTPYKTYpY, SAPBIIIKKA JUOO
OTCYTCTBYIOT, MO0 He3aMeTHBI. Bo MHOTHX citydasx siiepHas MemOpaHa riy0oKo
pasfeneHa, 4ro NpUAACT €M HWHBATMHUPOBAHHBIM BUI. B cooTBercTBUH C
arpeCCUBHBIM TEYEHUEM B KJIETKAX BBICOKA YacToTa MUTO3a. Kak u B cimydae qpyrux
OBICTPO PACTYIIUX OMYXOJIeH, pacCesHHbIE B OMYXO0JIM Makpodaru, morjJoTUBIINE
arioNTO3HBIE OMYXOJIEBbIE KJIETKU, MOTYT CO3JaBaTh KapTUHY «3BE3HOTO HEOA».
[Ipornos. Tepanus OJUJI y nereii Haubosee ycnemHa. [Ipu «arpeccuBHON
XUMHUOTEPAIINHU MOJTHAs peMHUCCHUs oTMedaeTcsa B = 95% ciydaeB, a U3nedeHne — B
75-85%. Opnnako, HecMoTpst Ha 3TH goctuxenus, OJIJI ocrtaercs OCHOBHOM
MPUYMHON CMEPTHU OT 3JI0KAYE€CTBEHHBIX omyxoueit cpeau aeteit. OJIJI y B3pocibix
yAaeTcs BbUIEUHTh TUIIb B 35-40% ciryyaes. C roXuM IpOTrHO30M aCCOLMUPYIOTCS
cienyromue ¢axkrtopsl: (1) Bozpact 10 2 et (B 3HAUYUTENIBHOM CTENIEHU U3-3a CBSI3U
OJUI y nere#t ¢ Tpancnokanuei rena MLL); (2) manudecTtanusi B HoJIpOCTKOBOM
WJIM B3POCJIOM BO3pacTe; (3) KOJIU4eCcTBO 0J1aCTOB B NepU(hEepUUIECKOl KPOBHU CBBIILIE
100 ThIC., UTO, BEPOATHO, OTPAKAET OIYXOJIEBYIO AKTUBHOCTD; (4) HAJIMYKE OCOOBIX
XPOMOCOMHBIX a0eppauuid, B YaCTHOCTU TpaHcaokauu t (dpunagenbPuii ckoi
XPOMOCOMBI), KOTOpasi IpUCyTCTBYET Jullib y 3% nereit ¢ OJIJI, ogHaKo y B3pOCIBIX
yactoTa aocturaetr 25%. O miaoXoM MPOTHO3E CBUJETEIbCTBYET HAIMYME MOCIIE
nedenust B-OJUJI u T-OJIJI ocratouHoro 3a00j€BaHus HA MOJIEKYJISIPHOM YpOBHE,
YTO CTUMYJIUPYET MPOBEJECHUE HOBBIX KIIMHUYECKHUX MCCIIEIOBAHU.
bnaronpusitaeie npornoctuueckue Gaxropsl: (1) Bozpact ot 2 1o 10 net; (2)
HU3KO€ KOJIMYECTBO JIEMKOUUTOB; (3) runepruionaus; (4) tpucomus o 4, 7 u 10-i
xpoMocomaMm; (5) NpHUCYTCTBHE TpaHCIOKaUuu t. BOJIBIIMHCTBO XPOMOCOMHBIX
abepparuit npu  OJIJI wu3Mmenser QyHKUMIO (PAKTOPOB TPAHCKPHUIILIUHU, HO
TpaHciokamus t(9;22) co3maer THOPHIHBIN TeH, KOAUPYIOIUNA KOHCTUTYTUBHO
akTuBHYI0 THpo3uHknHa3zy BCR-ABL. IIpu B-OJIJI tupo3sunkunaza BCR-ABL ¢
MosekyssipHoit maccor 190 kJla oGnagaeT OoJjiee BBICOKOM aKTUBHOCTBIO, YeM
tupo3unknHaza BCR-ABL ¢ monekymsproi maccoit 210 kJla, oOHapyxuBaemas

npu XpoHndecko muenonnHou nerkemuun. Jlewenuwe OJIJI ¢ TpaHcmokamuen t
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uHruoutopamu tupo3uHkrHazsl BCRABL s¢¢dektuBHO, oqHako ObICTpO criemyeT
peuuInB, MOCKOJIbKY npuoOpereHHble MyTanu BCR-ABL nenaroT omyxolieBbie
KJIETKH JieKapcTBeHHO pe3ucTteHTHhIMU. [lpu B-OJIJI myrammun BCR-ABL
MPOUCXOJAT 4YacTo. DTOT ()EHOMEH MNPUMUCHIBAIOT T€HOMHOW HECTaOWUIILHOCTH,
CIIOCOOCTBYIOIIEH KIMHUYECKOMY MTPOTPECCUPOBAHUIO OOJIE3HU U PE3UCTEHTHOCTH
K TEpalu y MHOTHUX arpECCUBHBIX 3JI0KAUYE€CTBEHHBIX OITYXOJICH.
IMepudepuueckue B-kieTouHbIe HEOIIAZHHA

Xponuueckas — aumgoyumapuas — aetuKeMus U MeIKoKIemouHas
numepoyumapHas aumgoma

OTHU 7ABa COCTOSHUS PA3NMYAIOTCS TOJBKO MO CTENEHW JuM(OUMTO3a B
nepudepudeckoil KpoBU. Y OOJBIIMHCTBA MALMEHTOB JUM(OIUTO3 COOTBETCTBYET
JUArHOCTUYECKOMY KPUTEPHIO XpOHUYECKON JuMdonuTapHoi neiikemun (XJLT)
(abcomtotHoe KOMMuecTBO JuMPouutoB > 4000 kimerok. B 3amamnom mupe XJIJI
ABJII€TCST HauOosiee 4YacTod Jeiikemuen cpenu B3pocibix. B CHIA exerogHo
peructpupyroT ~ 15 Teic. HOBBIX cimydaeB XJUJI. Cpennunii Bo3pact — 60 ner.
CooTHOIIEHNE MYXYUH U JKEHIIMH cocTaBisieT 2:1. Ha momro mMenkokneTouHon
muMm@ortapHot smMmdombl (MJIJI) nmpuxoautcs Toabko 4% HEXOIKKMHCKHUX
mumpom. B Anonun m npyrux crpanax Aszuu XJIJI/MJLI BcTpedaroTcsi ropasmo
pexe, yem Ha 3anaje.

Mopdonorus. Jlumdoyznsl  auddy3HO 3anoiaHEHbl  UHOUIBTPATOM,
COCTOSIIUM MPEUMYIIIECTBEHHO M3 MallbiX JTUM@o1uToB B nuamerpe 6012 MM, ¢
KPYIJIBIMA WJIM  CJIerKa HENmpaBWIbHOW (OPMBI siApaMu, KOHJACHCHPOBAHHBIM
AICPHBIM XPOMATUHOM W CKYJHOM IUTOIJIa3MOM. Takke MPUCYTCTBYET pPa3HOE
KOJIMYECTBO MPOJIUM(POIIUTOB (KPYIMHBIX KIETOK C XOPOIIO 3aMETHBIM OJJUHOYHBIM,
LHEHTPAIBHO PACIOJIOKEHHBIM spoM). OHU YacTo 00pa3yloT PHIXJIBIE arperarsl,
Ha3bIBaGMbIC IIEHTPAMH mposrdepannun, KOTOPhIE COJAEPKAT MHUTOTHYECCKU
aKTUBHBIC KJIeTKkU. Hanmmune nieHTpoB nponudepanun Ciy UT mMaTOrHOMOHUYHBIM
npuzHakoMm XJIJI/MJIJL. KpoBb conepXUT 00dbIIOE KOJTUYECTBO MANIBIX KPYTJIBIX
TUMGOIUTOB € KOHJEHCUPOBAHHBIM  SJIEPHBIM XPOMATHHOM H  CKYJHOU

IIUTOIIA3MOM. HCKOTOp]':Je N3 OTHUX KICTOK IOBPCKAAIOTCA B IIPOLECCE
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IPUTOTOBJIEHUSI Ma3KOB, 00pasys JE€reHepUpyroIue JEHKOUUTHl (T.H. «TEHU
['ymmpexta»). KOCTHBII MO3r MOYTH BCErja COACPKUT HWHTEPCTULHAIBHBIE
UHQUIBTPaTBl M  arperatbl  OMYyXOJIEBBIX KJeTok. IIpakTuyecku Bcerna
UHOUIBTPATHl OOHAPYKUBAIOTCS TaKKe B O€TI0M M KPAaCHOM MyJIbIIe CEIE3EHKH U 110
XOJly COCY/IOB MOPTAJIbHOM CUCTEMBI ITEUECHHU.

DonnuxkynapHas aumgoma

QomukynspHas aumboma — Hauboliee YacTo BCTpevaromasics ¢opma
BSUTOTEKYIIeH HeXOMKKUHCKON suMbombl. B CIIA dommukynsapHoit mumdomoi
exxeronHo 3abosneBatroT 15-20 Teic. yemoBek. OmMyxosib OOBIYHO BO3HHUKAET B
CpPEIHEM BO3pacTe, C OJJMHAKOBOM YaCTOTOM Cpelld MYKUMH U KeHIIMH. B EBpone
OHa MEHEE pPaCHpOCTpPaHEHa M PENKO BCTPEYAECTCS B A3MATCKUX MOMYJISALUSIX.
Onyxonb pa3BuBaeTcsi M3 B-KIETOK TrepMHUHATUBHOTO LIEHTpAa M, BEPOATHO,
acCOIMUPYETCS C XPOMOCOMHOM TpaHciokanueit rena BCL2.

Mopdosnorus. Mukpockonuyeckoe UCCIIE0OBAHNE ITOPAKEHHBIX
auM(pOy3710B B OOJBIIMHCTBE CIYYacB BBISBISIET Y3€IKOBYIO WM Y3EJIKOBYIO U
mudp¢y3Hyo Gopmbl ux pocta. B omyxonau B pa3HON MPONOPLMU HPUCYTCTBYIOT
KJIETKH JBYX OCHOBHBIX TUIOB: 1) HEOONbIINE KJIETKHU C AIpaMu HEPABUIIbLHON WITH
pacuierieHHON GOPMBI U CKyTHOU IIUTOIIA3MOM (LIEHTPOIUTHI); 2) OoJsiee KpyIHbIe
KJIETKA C Pa3peKEHHBIM SJEPHBIM XPOMATHHOM, HECKOJBKUMH SJIPBIIIKAMU U
YMEPEHHBIM  KOJMYECTBOM  LUTOIUIa3Mbl  (LeHTpoOmactel). Bo  MHorux
GOMKYISApHBIX  JTUM(OMax Mallble pacUIeIVIEHHble KJIETKH  COCTaBJISIFOT
oonpmmHCTBO. B 10% ciywaeB B mnepudepuyeckoid KpOBU MPUCYTCTBYET
auM@ornTo3 (00bruHO <20 ThIC. KJIeTOK/MM3). KocTHBIN MO3T BoBIekaeTcs B 85%
CIIy4aeB U XapakTepusyercss (OpMHUPOBAHUEM TMapaTpaOeKyISIPHBIX TUMGOUTHBIX
arperatoB. B mpouiecc 4acTo BOBJIEKAIOTCSl Takke Oenasi Myjbla CENe3€HKH U
NOPTAJIbHBIE TPUA/BI IEUYEHHU.

Juggysnasn B-kpynnoxiemounas aumgoma

Hubdysnas  B-kpynHokieroyHas JsuMmdpoma —  Haubornee  4acTo
BCcTpevaromasics  ¢opma HeXoMKKUHCKuX Jaumdpom. Exeromno B CIIA

AUArHoCTUPYIOT ~ 25 TBIC. HOBBIX CJIy4acsB. OHyXOHB qJame BO3HUKACT Y MY’KUMH.
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CpenHuii Bo3pacT mamueHta cocraBisier ~ 60 ner, ogHako auddysHas B-
KPYMHOKJIETOYHAs TuM(poMa BCTpeUyaeTcs TakKe Y MOJIOABIX JIIOJEH U eTeH.

Mopdonorus. OOmMMHU NpU3HAKAMU CIYXKAaT OTHOCUTEIBHO OOJIBIION
pa3Mmep OMyXOJEBbIX KIETOK (Auamerp OOBIMHO B 4-5 pa3 MpeBbIIAECT JAHAMETP
Majoro Jumdonuta) u 1uPdy3HbII TUIT pOCTa, OAHAKO BO3MOXKHBI 3HAUUTEIIbHbBIE
Mopdosoruueckre Bapuanuu. OIyXoJeBble KJIETKH Yallle MMEIOT KpYIJioe WU
OBaJIBHOE AP0, KOTOPOE BBINVIAUT KaK IY3BIPEK BCIEACTBHE CKOIUICHUS
XpoMaTuHa Yy SiApeHOW MeMOpaHbl. B HEKOTOpBIX cllydasx sijpa MOTYT OBITh
MHOT'OJIONIbYATHIMU WJIM pacllerIeHHbIMU. KIeTku MOryT UMeTh 2-3 siApbllIKa,
NPWIETAIOIUX K SIepHOM MeMmOpaHe, WKW OJHO LIEHTPAJbHO PaCIOJIOKEHHOE
anpeiiko. KolnyecTBO HUTOIIa3Mbl OOBIYHO YMEPEHHOE, OHa OlieHas WId
0azoduiabHas. boiee aHaNIaCTUYECKUE OMYXO0JU MOTYT COJIEPKATh MHOTOSIIEPHBIE
KJIETKA C KpPYNHBIMH, IMOXOXKMMH Ha BKIIOUEHHUS SJPBIINIKAMH. OTH KIETKU
HAIIOMUHAIOT 3JIOKAYECTBEHHbIC KIETKM JHUMQPOMbl XOMKKUHA (KiIeTku Pun-
[[ITepubepra).

Oco0Oble BH/IbI muddy3Hon B-kpynHOKIE€TOUHOM JTUM(GOMBI,
aCCOLMMPOBAHHbBIE C OHKOTEHHBIMU IepIEC-BUPYCAMMU:

- B-kpynHokneTouHas nuM@oma, acCOUUpPOBaHHAS ¢ UMMYHOIEDHUIIUTOM,
BCTpEYAeTCsl MPHU THKEIOM T-KIETOYHOM HMMyHonedunure (Hampumep, mpu
3anmynieHHoM BUY-uH(pexkumnu 1 TpaHCIIaHTAMU aJVIONT€HHOTO KOCTHOTO MO3Tra).
Heommactuueckue B-kietku oObryHo nHuiupoansl EBV, urparmommm BaxxHyO
MIaTOr€HETUYECKYI0 poJb. BoccraHoBieHne T-KIETOYHOIO MMMYHHUTETA MOKET
MPUBECTU K PErPECCUU ATOTO HApYIIEHUs Mpoiaudepanuu;

- nepBuuHas 3P dy3nonHas TuMboMa ONPeEAETCs KaK 3JI0Ka4YeCTBEHHbBIN
IJIEBPAIbHBIA MM aCHUTUYECKUM BBINOT, OOBIYHO Yy MAI[MEHTOB C 3aMyIEHHON
BUY-undekmueit wm noxwiblx. OmyxojieBble KIETKHM BHEIIHE YacTO
aHaIJIACTUYHBI U, KaK MPaBUIIO, HE dKCIIpeccupytoT B- unu T-kneTouHbie MapKepsbl,
OJIHAKO UMEIOT KIIOHAJIbHBIE nepecTpoiiku reHa IgH. Bo Becex ciyyasx oryxoseBbie
kietku nHpumpoBanbl KSHV, urparommm, no-BuaARMOMY, pOJIb 3THOJIOTUYECKOTO

daxTopa.



Jlumehoma bepxumma

Boeigenstor 3 tuma mumdomer bepkutTa: (1) sHmemuueckas (adpukaHckas)
auMdoma bepkurra; (2) ciopaaudeckas (Headpukanckas) tumboma bepkurra; (3)
mumpoma bepkutTa, acconuupoBaHHAsS € WMMYHOAC(PHUIIUTOM (Halie BCETro
HaOmonaercss y jguny ¢ BUY-undeknueii). Bee 3 tuna numdombel bepkutra
TUCTOJIOTUYECKU MJICHTUYHBI, HO OTJIMYAIOTCS HEKOTOPHIMU KIMHUYECKHUMHU,
TCHOTHITMYECKUMHU ¥ BUPYCOJIOTHIECKUMHU XapaKTEPUCTUKAMHU.

Mopdonorus. [lopakenHas Tkanb 3ameniaercs 1uPpy3HbIM HHPUIBTPATOM,
COCTOSIIIIUM U3 JIUMGPOUIHBIX KIETOK MIPOMEKYTOUHON BEITUYUHBI, TuameTpoM 10-
25 MKM, C KpYIJbIM WJIA OBAJIBHBIM SJIPOM, T'PYOOJUCIICPCHBIM SIACPHBIM
XPOMaTHHOM U YMEPEHHBIM KOJIMYECTBOM ITUTOIIA3Mbl. OIMyX0Jb UMEET BBICOKUI
MUTOTUYECKUN HHJEKC U COACPKUT MHOTOUYHUCIICHHBIC allONTUYECKUE KIIETKH,
OCTaTKU  sAJep KOTOPbIX (HarolUTUPYIOTCS PACCESIHHBIMA  HOPMAaJbHBIMU
Makpodaramu. OTu (ParonuThl CoAEpKaT OO0JBIIOE KOJIUYECTBO MPO3PAYHON
IUTOIJIa3Mbl, CO3/1aBasi XapaKTEpHYIO KapTUHY «3Be3qHoro Heba». Ilpu
BOBJICYCHUHM KOCTHOT'O MO3Ta B aCIIUpaTax 0OHAPY>KUBAIOTCS OMMYXOJIEBbIE KJIETKU C
YMEPEHHO TIBIOYATBIM SACPHBIM XPOMATHHOM, 2-5 Pa3IMYUHBIMU SIIPBIIIKAMU U
APKO-CMHEN UMWTOIUIA3MOW, COJEPIKALIEH IPO3PAYHBIE ILUTOIIA3MAaTUYECKUE
BaKyOJIH.

1Inazmoxnemounvle Heoniazuu U poOCMEeHHvle ONYX0oau

Ot B-KJIETOYHBIE OMYXOJW COAEPKAT HEOIUIACTHUECKHUE IJIa3MaTUYECKUE
KJIETKH, IPAKTUUECKHU BCETJ]a CEKPETUPYIOIINE MOHOKJIOHANbHBIN Ig unu ¢parment
Ig. Bce mma3MokiieTouHble HeomIa3uu (Ha3bIBa€MbIE TaKXKe JUCKPA3USIMM)
oOycioBnuBalOT >15% JeTambHBIX HMCXOJOB, BBI3BIBAEMBIX JTUM(DOUTHBIMU
HeoruiazusaMu. Hanbosee yactas v onacHasi U3 3TUX HEOIUIa3ui — MHOKECTBEHHAs
muenoma. B CIIIA exerogHo peructpupytot 6osee 15 ThIC. HOBBIX CIIy4aeB 3TOTO
3a0oeBaHusl. MOHOKJIOHAIbHBIC AHTUTENA, OMpEEIsieMble B KPOBU, TOIYUHUIIN
HazBaHue «M-06emok». [TockosibKy TOTHBIN M-0€10K UMEET MOJIEKYJISIPHYIO MacCy
160 x/la umm 60 jee, ero MPUCYTCTBHE B OpPTaHW3ME OTPAaHUYCHO IUIA3MON H

BHEKJICTOYHOU KHUAKOCTBIO U B OTCYTCTBUC HOpa)KCHI/Iﬁ ITOYCYHBIX KHY60‘IKOB OH
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He nonajaaer B Mouy. OHaKo B OTJIMYHME OT HOPMAJIbHBIX MIa3MaTUYECKHUX KIIETOK,
B KOTOpBIX NPOAYKLIMs Ig M coenuHEeHMe JIETKMX M TsDKENbIX Leneu Ig TecHo
CBSI3aHbI, HEOTUIACTUYECKHE TJIA3MaTHUYECKUE KJIETKA YaCTO CUHTE3UPYIOT N30BITOK
JIETKUX WJIM TSKEIBIX Iened BMecTe ¢ nojinbiMu Ig. MHorna oOpas3yroTcs TOJIBKO
Jerkue uium tspkenele nenu Ig. Croboansie nerkue nenu Ig (6enok benc-J{xoHca)
JIOCTATOYHO MaJIbl U IKCKPETUPYIOTCS ¢ MOUYOi. X MOXKHO MACHTUPUIIUPOBATH U
KOJIMYECTBEHHO ONPEACIUTh B MOYE WIM KPOBH, IIPUYEM B IIOCIEIHEM CIydae C
MIOMOIIBIO HOBBIX, BBICOKOUYBCTBUTEIBHBIX TECTOB, HAXOMSIIMXCS B IPOLECCE
npoBepku. /[ onvcanus NpoIyKIMH aHOMAIbHBIX [g MCHONB3YIOT ClIELHAIbHBIE
TEPMUHBI: «MOHOKJIOHAJIbHAS raMmMmariaTus, «IUCTIPOTCUHEMUSD) u
«mapanporenHemMus». C MOHOKIOHAJbHBIMA TaMMalaTUsIMA aCCOLHUHUPYIOTCS
CJIEIYIOLIME KIIMHUKO-TIATOJIOTMYECKUE (POPMBI:

- MHOXKECTBEHHas MHeJIoMa — Haubosnee BaXKHasi MOHOKJIOHAJIbHAs
raMmanaTusi, KOoTopas TMpeACTaBisieT CcoOOM  OMyXoJIeBble  MacChl W3
IJIa3MaTUYECKUX KIIETOK, PACCESIHHBIX B TKaHAX Kocred ckenera. ComurapHas
IJIa3MOLIUTOMA — PEIKUH BAapUAHT OIYXOJM U3 IUIA3MaTUYECKUX KIIETOK,
XapaKTEPU3YIOIIUIICS OJUHOYHBIM HOBOOOpPA30BaHMEM B KOCTSX WM MSATKHX
TKaHsAX. TepMuH « ‘Tieromnas’ MUeIoMa» OTHOCUTCS K APYrOMY PEIKOMY BapUaHTY
C OTCYTCTBHEM CUMITOMOB M BBICOKUM coJiep:kaHueM M-0erka B 1m1a3me;

- MaKporioOynuuemus BanbaeHcTpemMa — CUHAPOM, PU KOTOPOM BBICOKUMN
ypoBeHb [gM mpUBOIUT K TOSIBJICHUIO CUMIITOMOB, O0YCIIOBJICHHBIX MOBBIIIICHHON
BA3KOCTBIO KpOBH. CUHAPOM HAOJIOAAETCS Y OKHIIBIX, Yallle BCErO B COUETAHUU C
auMponIazMoIUTapHON TUMEPOMOI;

- 0oJIe3Hb TSKENBIX IeTel (cpemu3eMHOMOpcKas aumdoma) — peaKas
MOHOKJIOHaJIbHAsl TaMManaTHsi, KOTopasi COIMpPOBOXKIAETCS Pa3HOOOPa3HBIMHU pac
CTpONCTBaMH, BKJIIOYAst TUM(DOIIIA3MOITUTAPHYIO JIUMGPOMY U TUM(POMY U3 KIETOK
MapTUHAILHON 30HBI HEOOBIYHOM JIOKAIM3AIIMU B TOHKOW KHIIIKE, BOSHUKAIOIIYIO B
NoNyJsiuuax ¢ AepuuuToM nutanus. OOmMe NpU3HAKUM — CHUHTE3 M CeKpeuus

CBOOOJHBIX ()ParMEHTOB TSIKEIIBIX IICTIEH;
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- MEPBUYHBIN, WM aCCOLMUPOBAHHBIM C UMMYHOIMTaMH, aMUJIOUJIOB —
KJIMHUKO-TIATOJIOTHYEeCKass opma, BO3HUKAIONIASL B Pe3yIbTaTe MOHOKJIOHAIBHON
nponudepanuu mia3MaTUYECKUX KIETOK, CEKPETUPYIOIIUX JIETKHE 1enH (0OBIYHO
U30THUIA A,), OTKJIAIbIBAIOIIKECS B BUIE aMHiIonaa. HekoTopele marueHThl HMEKOT
SABHYI0O MHOYKECTBEHHYIO MHEJIOMY, TOrJa KaK y JPYTMX B KOCTHOM MO3re
MPUCYTCTBYET JHIIb HE3HAUMUTENbHAS KIIOHAJIbHAS MOMYJSALMS IUIa3MaTHYECKUX
KJIETOK;

- MOHOKJIOHAJIbHAsI FTaMManaTusl HEyCTaHOBJIEHHOW 3HAYUMOCTH — KIIMHUKO-
naToJyiornueckas (popma 6€3 CHMOTOMOB, HO C IPUCYTCTBUEM B KPOBU MAJIOTO WJIU
yMepeHHO 0oJibiioro M-6enka. MoHOKIOHaIbHAS TaMManaTUs HEYCTaHOBJICHHOM
3HAYMMOCTM OYEHb YacTO BCTpEYAeTCs B MOXKWUIOM Bo3pacte. (OTMeuaercs
CTaOMJIBHO HM3Kas 4acToTa €€ TpaHcopMauuu B CHMITOMATHYECKYIO
MOHOKJIOHAJIbHYIO TaMMAaINaTrIo, Yallle B MHO)KECTBEHHYIO MUETIOMY.

Jlumgpoma uz Kiemox ManmutiHoOU 30Hbl

JIumpoma U3 KIETOK MAHTHMHOW 30HBI — penkas JuMQouIHas Heorias3us,
Ha JI0JIt0 KOTOpo# mpuxoautcs ~ 2,5% HexomkkuHckux umdpoMm B CIIA u 7-9%
— B EBporne. Ona 00b14HO TI0siBIIsSIETCSI B Bo3pacte 40-60 jieT mpeuMyIecTBEHHO Y
JUI My>Kckoro moJia. KineTku 3Toit muM@oMbl 04eHb MOX0KKM HAa HOpMaJibHbIE B-
KJIETKM MAaHTUMHOMW 30HBI, OKPYKAIOIIEH TEPMUHATUBHBIE LEHTPBI.

Mopdonorua. OmnyxosieBble KIETKM B JHUMQPOY3JIax MOIYT OKpYXaTb
pEaKkTUBHBIC TEPMHUHATUBHBIC [ICHTPHI, MPUIABas UM Y3€JIKOBBIA B (ITPU MaJOM
yBeIMYeHUH) Wik a1uddys3Ho 3anonHsasa ysen. Kak npasuno, npuinrdepupyrommi
KOMIIOHEHT COCTOUT M3 TOMOTE€HHOW MOMYJISIIIUM MaJlbIX JTUMQOIUTOB C siApamMu
HEeMpaBUILHOW (GopMbI, MHOTAA C TIyOOKOW WHBarnHanueu. KpymHbie KiIeTkw,
HAITOMUHAIOIIME LEHTPOOJIACThl U MPOJIUMQPOLUTHI, OTCYTCTBYIOT, YTO OTJIMYAET
auMpoMy U3 KJIIETOK MAaHTUHHOM 30HBI OT (QoJUKYIsipHON JIuM@ombl 1 XJIJI/MJILJT
COOTBETCTBEHHO. B OOJIBIIMHCTBE ClydaeB sIIEPHBIN XPOMATHH KOHJICHCUPOBAH,
AJIPBIIIKK HE3aMETHbI, KOJUYECTBO IMTOIUIA3Mbl HEBeNHMKO. MHorma omyxonu

COCTOAT M3 KIICTOK HpOMeH(YTOqHOﬁ BEJIMYMHBI ¢ OoJiee PBIXJIBIM XPOMATHHOM H
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MOBBIIICHHOW MHUTOTHYECKOW aKTUBHOCTHIO. UTOOBI OTIMYMTH 3TH OJaCTOUIHbBIE
BapuaHThl oT OJIJI, Heo6x01MMO UMMYHO(PEHOTUTTUPOBAHUE.

K MOMEHTYy ©OCTaHOBKM Juar€Ho3a OOJBIIMHCTBO IAaLUEHTOB HMEET
reHepain30BaHHyl0 JaumbaneHonatvo, a y 20-40% BBIBISIOT H3MEHEHHUS
nepudepudeckod KpoBH. DKCTpaHOAAJIbHAS JIOKAIM3AlMs OIMYXOJH 4Yallle BCETO
HAOJI0JaeTCsl B KOCTHOM MO3r€, CEJIe3€HKE, MeYeHW U KulleyHuke. MHorna
NOPAKEHUE CIM3UCTON OOOJOUYKM TOHKOM KHIIKH BHEIIHE HAIOMUHAET IOJIMIIO3
(mumpomaTouanbId  NOAUNO3). OTO HaumOOJee pacHpOCTPAHEHHBIM BapUaHT
auMpOMBI U3  KIETOK MAHTUHWHOW 30HBI 1O CPAaBHEHUIO C JAPYTUMHU
HEXOJKKMHCKUMU JTUM(POMaMHU.

Jlumgomul u3 K1emoxk MapeuHaIbHOU 30Hbl

JIumpomMbl U3 KIETOK MaprHHAJIbHOM 30HBI — TE€TEPOreHHas rpymnmna B-
KJIETOYHBIX OIyXOJI€H, BO3HUKAIOIIUX B JUMQOy3aX, CEIe3€HKE M TKaHAX BHE
auMmdoysnoB. IlepBoHayanbHO 3TH OmyXoJid ObUIM OOHApPYXEHbI B CIM3UCTOU
000JIOYKE, TMOATOMY HX Ha3blBAIM ONYyXOJISIMU M3 JUMQPOUAHOW TKaHWU,
aCCOLMMPOBAHHOM €O CIM3UCTBIMM  OOOJIOYKAaMH, WIM MajbTOMaMu. B
OOJBIIMHCTBE CIy4aeB OIYXOJIEBbIE KIETKM HMEIOT MPU3HAKKM COMATHYECKOU
TMIEPMYTalld, TO3TOMY MX CIEQyeT pacCMaTpuBaTh Kak IMPOHUCXOoAsIue u3 B-
KJIETOK mnaMatu. Jlumpombl U3 KIETOK MapruHajibHOM 30HBI HMEIOT 00Ine
CBOMCTBa, HO JIUM(OMBI, JOKAJIU3YIOLIMECS D3KCTPAHOJAIbHO, 3aCiIy>KUBAIOT
0c000ro BHMMAaHHMS BCJIEJICTBUE HMX HEOOBIUHOTO MATOreHe3a U creuu(uyecKux
CBONCTB:

- yacTo o00pa3yloTcs B TKaHAX, M[OJBEPralolMxcsi XpPOHUYECKOMY
BOCHAJICHUIO AayTOMMMYHHOM WJIM HH(QEKIIMOHHOM 3THOJIOTUH, HamnpuMep B
CIIOHHOM kene3e — mpu Oose3nu lllerpeHa, MMTOBUIHON Kene3e — TMpHU
TUpeOuANTe XalIMMOTO, KEJIyAKe — MpHU racTpure, BbizBanHoM H. pylori;

- I0JITO OCTAKOTCS JIOKAJTM30BaHHBIMU, PACIPOCTPAHSSACH CHCTEMHO JIMIIb Ha
MO3JHEN CTAaUU PA3BUTHS; O MOTYT PErpecCUpOBaTh, €CIU MHAYLMPYIOUIUN areHt

(manpumep, H. pylori) snumuHUpOBaH.
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OTU XapaKTePUCTHKU YKa3bIBAIOT, YTO HKCTPaHOJAIbHbIE JUM(OMBI U3
KJIETOK MapruHajIbHOUN 30HBI, BOSHUKAIOIINE B XPOHUYECKU BOCIIAJIEHHBIX TKaHSAX,
SBJIIOTCS ~ MPOMEXYTOUHBIM  3BEHOM  MEXKIY PpEaKTUBHON  JIUMGOUAHOU
rUnepruiasueil u MmoiMHo(QyHKIMOHATBHOW JuM@oMoil. 3aboneBaHUE HAYMHAETCS
KaK MOJMKIIOHAJbHAs UMMYHHas peakuus. B pe3ynbTaTe HEM3BECTHOM MyTallUH
BO3HUKAET B-KJIETOUHBI KJIOH, BCE €LIE 3aBUCHMBIM OT CTHUMYJIHPOBAHHBIX
AHTUT€HOM XEJIEPHBIX T-KIIETOK, NOCHUIAIOIINX CUTHAIIBI, KOTOPBIE 00ECIEUnBaIOT
POCT W BBDKMBAEMOCTb OIYXOJIEBBIX KJIETOK. YCTpPaHEHHWE WHIYLUPYIOLIETO
AHTUT€HA HA 3TOM CTaJWU MPUBOAUT K HHBOJIOLMUU ONMyxoud. KimHudeckuii
HaIJISIHBIA MpUMEp — KEIyJO4YHas MajbTOMa IIOCJIE€ AHTUOMOTUKOTEpaIuH,
HanpasiieHHOW npotuB H. pylori, yacto perpeccupyer. OgHako cO BpEMEHEM B
OITyXOJIM MOTYT MPOUCXOAUTH JOMOJHUTEIbHbBIE MyTallUU, B PE3yJbTaTe KOTOPHIX
POCT ¥ BBIKMBAEMOCTh OIYXOJIEBBIX KJIETOK CTAHOBATCS aHTUT€H-HE3aBUCHUMBIMHU.
TakoBbl xpomocomHbie Tpanciokauuu t( 11; 18), t( 14; 18) wm t(1;14),
OTHOCUTEIBHO CHEUU(PHUUHBIE JJIs 3KCTPAHOJAJIBHBIX JHUM(POM H3 KIETOK
MapruHAJIbHON 30HBI. DTH TPAHCIOKAIIMU MOBBIIIAIOT dKCIpeccuio U GyHKIuoo B
CLIO m MALT1 — O0enkoBBIX KOMIIOHEHTOB CHUTHAJIBLHOTO KOMILJICKCA,
aktusupytomiero NF-kB u crioco0cTByro111ero pocTy 1 BEHKMBAEMOCTH OITYXO0JIEBBIX
KieTok. Ilo Mepe [nanpHEWIIEW KIOHAJIBbHOW SBOJIIOUUM OIYXOJIb MOXET
pacnpoCTPaHUTHCS B OTAAJIEHHBIE YYaCTKU U TpaHC(HOPMHUPOBATHCS B TUPPY3HYIO
B-kpymHokieTouHyto aumMpomy.

IHepudepuueckue T-kierounbie 1 NK-KijeTOUYHbIC HEOMJIAZUN

[Tepudepuueckue T-kierounbie u  NK-KJIeTOYHbIE HEOIUIA3UU —
reTepOreHHas TPyIa HeOoIIa3uii ¢ PEeHOTUIIOM, HATOMUHAIOIITUM TaKOBOM 3PEIIBIX
T- wnu NK-knerok. [lepudepuueckue T-kinerounsie onyxonu B CIIA u EBporne
COCTaBISAIOT ~ 5—10% HEXOMKKUHCKUX JTUMGOM, HO B A3UHU BCTPEUYAIOTCS YalIIe.
NK-keTouHbie OIyX0JIH B 3alaIHBIX CTpaHaX peJKku, HO OoJiee 4acThl Ha J[ambHeM
Bocroke. [lasee omucaHbl TOJBKO 4YacTO JIMArHOCTUPYEMBIE OIYXOJIUM U Te€,
naToreHe3 KOTOPBIX MPEACTaBIsAET 0COObIN UHTEpEC.

llepughepuueckas T-knemounas rumegpoma HeymouneHHas
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B knaccudpukanuo BO3 BritoueH psn T-KJI€TOUHBIX OMMyXOsei, OJHAKO
MHOTHE M3 HUX CJIOKHO OTHECTHM K ONPEACIICHHOM KaTeropuu, MOATOMY OHHU
NoMajaloT B paspan nepudepudeckux T-KIETOYHBIX JTUM(POM HEYTOYHEHHBIX.
[TaTorHOMOHUYHBIE MOP(DOTOTUUECKUE TTPU3HAKU Y 3TUX OMYXOJEH OTCYTCTBYIOT,
XOTS HEKOTOpbIE MPHU3HAKU XapakTEpHbl. OTH OMYXOJHU OOBIYHO COCTOST U3
mwieoMophHO CcMeCH 3JTOKAYECTBEHHBIX T-KJIETOK pa3iIuyHOM BETUYHUHBI,
bouKyIspHas CTPYKTypa TUMGAaTHIECKUX Y3JI0B pa3MbITa. YacTo MpUCYTCTBYET
BBIpaKE€HHBIH MHPUIBTPAT U3 PEAKTUBHBIX KJIETOK (203MHO(PUIOB U Makpodaros),
BEPOSITHO TPHUBJICUCHHBIX LMUTOKUHAMH, KOTOpPHIC MNPOAYLHHUPYIOT OIYXOJIEBHIE
KJIETKH. Takke MOXET MPOUCXOIUTh AKTUBHBINM HEOAHTHOTeHeE3. {711 mMOCTaHOBKH
quarHosa Heobxoaumo wuMMyHo(deHotunupoBanue. [lo ompeneneHuio Bce
nepudepuueckue T-kneTouHble JUM(POMBI UMEIOT (PEHOTUI 3pebIX T-KIETOK U
o0b1yHO Kcmpeccupyror CD2, CD3, CDS5, a takxe a(3- wim y8-T-kineTouHbIN
peuentop. Hexkoropeie onyxomnu sxcnpeccupytor CD4 winu CDS8; cuuraercs, 4To
TaKue OIMYyXOJU MPOUCXOMAST W3 XEJMEPHBIX HIM IIUTOTOKCHUYECKUX T-KJIETOK
COOTBETCTBEHHO. OJIHaKO (PEHOTHUIT MHOTUX OITYXOJIeH HE MO3BOJIIET OTHECTU UX K
KaKOMY-JIMOO HM3BECTHOMY THUITy HOpPMajbHbIX T-KJI€TOK. B TpyaHbIX ciydasx,
korga npu audQepeHImaIbHON  JUAarHOCTUKE TMPUXOIUTCS BBIOMpATh MEXITY
auM(OMOIl U aKTUBHBIM PEAKTUBHBIM TpolieccoM, mpoBoasT ananu3 JIHK mnsa
MOATBEPKACHUS KIOHAJIBbHOM mepecTporku T-kinerounoro peunenropa. Y
OONBIIMHCTBA TMAIMEHTOB OTMEYAETCS TeHepalin30BaHHas JuUMdaaeHOnaTHs,
WHOTJIa COIpPOBOXKIAeMas 303MHOPWINEH, 3yI0M, JUXOPAAKOH MU CHUKEHUEM
Macchel Tena. HecMoTpst Ha Hanmmumre cooOuieHui 00 n3neuenuu nepudepuyeckon T-
KJIETOYHOW JUM(OMBI, TPOTHO3 TMPU HEH 3HAYUTETBHO XYXKE, HYeM TMpHU
COTIOCTaBUMBIX I10 arpeCCUBHOCTH 3peyibIX B-KJIETOUHBIX OMyXosix (Hampumep,
muddy3Hoit B-kpynHokieTouHON TMbOoMeE).

Anannacmuyueckas KpynHOKIemMouHas 1UmMpoma

OT10 peakoe 3a00JeBaHUE BBISBISIOT M0 HAJIMYMIO TiepecTpoek B rene ALK
(kMHA3bl aHATUIaCTHYEeCKOW TUM(OMBI) Ha Xpomocome 2p23. B pesynbrate 3THX

nepectpoek Jokyc ALK paspeiBaercs, 4To BeAeT K 0Opa30BaHUIO THOPHUIHBIX
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reHOB, Koaupytomux 6enku ALK — KOHCTUTYTUBHO aKTHUBHBIE THUPO3MHKWHA3HI,
aKTUBUPYIOIIME PSAJl CUTHaIbHBIX myTel, Brmodas nyTh JAK/STAT. Omyxonsb
OOBIYHO COCTOUT M3 KPYMHBIX aHAMIACTUYECKHUX KJIETOK (OTCIOJIa U €€ Ha3BaHue).
HexoTopsie KJIeTKH cofiepKaT OKOBOOOpa3HbIE AIpa U 3HAUUTEIFHOE KOJTUIECTBO
UTOTUIa3Mbl (MHIUKATOPHBIE KJIETKH). OmnyxoseBble KJIETKM YacTo 0O0pa3yroT
CKOIUICHUSI BOKPYT BEHYJI U MHOUIBTPUPYIOT JTUMMOUTHBIE CHUHYCHI, UMUTUPYS
KapTHUHY MeTacTaTU4ecKou KapuuHoMmbl. benoxk ALK He akcmpeccupyercs
HOPMAJIbHBIMU  JIUMOLUTAMH WIU JpyruMu jJumdbomamu. Takum oOpazowm,
Hanmuuue rudpugHoro Oenka ALK B omyXoneBBIX KIETKaxX CIYXHUT HaJEKHBIM
MapkepoM repectpoiiku B rene ALK. T-kinetounas numdoma ¢ nepecTporkaMu
ALK wyame naOmomaercss y Aered U MOJOABIX B3pociblX. OMyXoib HEpenko
3aXBaThIBAET MATKHE TKaHU, HO UMEET OYEHb XOPOIIUW MPOTHO3 (B OTIMYUE OT
JIpYTUX arpeccuBHbIX Nepudepuueckux T-kineTouHbIX Heorasui). W3nedyenue
nocyie xumuorepanuu npoucxogur B 75-80% ciywaeB. Benercs 1mouck
uHrnoutopoB ALK, 4uTto no3Bonut pazpaboTaTh U30UpATENbHYIO TEPANHIO. Y JIHI]
CTapUIer0 BO3pacTa BCTPEUaAlOTCs MOJOOHBIE MO MOP(OIOrMHM OIMyXOJH, HO B
KOTOPBIX nepecTporku B reHe ALK orcyTcTByroT. B aTHX ciydasx mporHos takou
K€ HEONIarompusiTHBIM, Kak U npu nepudepudeckoirt T-kimerounor numdome
HEYTOYHEHHOM.

T-knemouynas netikemMus/Iumgpoma 63pocavix

Ora T-xnerouynass Heomasus u3 T-kiaetok CD4+ HaGmromaercss TONMBKO Y
B3POCIIbIX, UHPUIIUPOBAHHBIX peTpoBupycoM HTLV-1. 3aboneBanue BcTpeuaercs
B OCHOBHOM B 3HJAeMU4HbIX 0 HTLV-1 pernonax: Ha tore SAAnonun, B 3amnaaHoi
Adpuke n crpanax KapuOckoro Oacceiina. IlpusHaku 3a0oeBaHuUs: TOPaKEHUS
KOXH, FeHepann3oBaHHas JuMaaeHonaTus, renaTociieHoMeranus, TMM@oIuTo3
B niepudepuueckor KpOBH U TUTIEPKATbIIMEMUs. BHEITHU BUJI OITyXOJIEBBIX KJIETOK
BAPBUPYET, OJHAKO YacTO KJIETKM HMMEIT MHOIOJOJIbYaTOE SIpO, BHEIIHE
HAIlOMHUHAIOIIEE KIIEBEPHBIM JIMCT MM UBETOK. OMyXOJEBBIE KJIETKH COIEPHKAT
KJIoHanbHbIN poBUpyc HTLV-1, KOTOpBI cCUUTAtOT OCHOBHBIM MTATOM€HETUYECKUM

arentoM. HTLV-1 xoaupyet 6enok Tax, sIBASIOMMICS CUIILHBIM aKTUBaTOpoM NF-
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kB, KOTOpBIN MOBBIIAET POCT M BBDKUBAEMOCTH JUM(MOIMTOB. Y OOJBIIMHCTBA
NAlMEHTOB 3a00JIeBaHUE OBICTPO MPOTPECCUPYET M, HECMOTPS HA MHTECHCUBHYIO
XUMHUOTEPAIUIO, IPUBOJUT K JIETATBHOMY UCXOy B TEUEHUE HECKOJIBKUX MECSIIEB.
Pexxe omyxoJib 3aXBaThIBa€T TOJBKO KOXKY. B 3TOM ciyyae omyxoJjib UMEET MeHee
arpeccMBHOE TE€UYEHHUE, KaK NMpu rpuOOBUIHOM MuKo3e. Cieayer OTMETUTbh, UTO
noMumo T-kieTounol neikemun/auMdomsl B3pocasix HTLV-1 uHorna Bei3siBaet
IPOrpecCUpyIONIee NEMUETUHU3UPYIONIee 3a00JIEBaHUE LEHTPAIBHONM HEPBHOMN
CUCTEMBI U CIIMHHOTO MO3ra
3akiouenue

Takum 00pa3oM, HEXOKKUHCKUE JUM(POMBI MPEACTABISAIOT CcOOOM
reTeporeHHyl0  rpynny  3a0ojieBaHMii,  pa3BUBAIOIIMXCS 1O  NPUYHUHE
3JIOKAYECTBEHHONM MOHOKJIOHAJIBHON mponudepanuy JTUMQPOUIHBIX KIETOK B
IUMQPOPETUKYIIIPHONU TKaHHU B IUMQPOy3aX, KOCTHOM MO3Te, Cele3eHKe, ICYEHU U
KEITYJOYHO-KHAIIEYHOM TpakTe. J[MarHo3, Kak IpaBWIO, CTABUTCS HAa OCHOBAaHUHU

ouorcuu TMM(aTUYECKOro y3ja /UK KOCTHOTO MO3ra U UMMYHOTHITMPOBAHUU.
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