72 Atnac. Onyxoau num@paTnyeckor CUCTEMbI

YACTHBIN PA3JIEN

B-KJIETOYHBIE OIIYXONIU TUMOATUYECKON CUCTEMBI

XPOHUYECKUW B-KJIETOYHBIN JIMMPOJIENKO3

XpoHuyeckmin B-kneTouHbln numagonerikos (B-
XJU1) — onyxosib, XapakTepusyoLLasacs KIOHaIbHON
nponudepaumen n HakonaeHnem onyxonesbix CD5,
CD23-no3uTuBHbLIX B-kneTtok B KOCTHOM MO3re,
nepndeprnyeckon Kposu, numoaTnyeckmx ysnax m
ceneseHke. JlIumopoumtapHas B-knetovHaa numopo-
Ma 9BNgeTCcd TKaHeBbIM aHanorom B-XJ1J1, nepsuy-
HbIM MPW 3TOM ONyX0sn ABAAETCHA MNOPaXKEHNE NUM-
daTmyeckux y3noB (Hepenko abaoMUHambHBIX), a
He KOCTHOro moagra [1].

3abonesaHue Brepeble onucan R. Virchow B
1845 r. no pesynbtatam aytoncuin 9 60NbHbIX.

KnuHnyeckas kapTtuHa

XpoHuyeckuin B-kneTo4yHbli nMMOOonNenkos —
Hanbonee 4acTbli NIENKO3 B3POC/bIX, COCTaBNAET
0K0J10 25% OT nx 0bLero yncna n 7% BCex onyxo-
nen nuMdaTUYeCKon CUCTEMbI. DTHUYECKME pa3s-
nmung B 3a00JIEBAEMOCTU 3HAUYUTENbHbI: B-XJ1J1
KpanHe penok B AnoHun, Kntae n y npeacrasmte-
Nen TIOPKCKUX HapoaHocTen. MNpu xpoHnyeckom B-
KNEeTO4YHOM NMMONEriko3e 0OTMEYaTCS Crlydam Kak
OOMMWHAHTHOrO, Tak U PeLeccuBHOrO Hacnegosa-
Hus. CpefHuii BO3pacT Ha MOMEHT OUArHOCTUKU
6one3Hn cocTaBnseT 65 nert, MyXduHbl GonetoT
BABOE YaLle XEHLUMH.

Paanunuunsa B KNnnHM4Yeckom kapTuHe, Heobxoau-
MOCTb MCM0b30BaTb NPUHLUUNNANBHO pa3Hble Te-
paneBTU4eCcKMe noaxonbl NPMBENN K BblOENEHUIO
CaMOCTOSATENbHbIX KJIMHUKO-MOPQONOrnyeckux
dopmM 3ToM 6oNEe3HU, O KOTOPLIX B CBOE BPEMS MN-
can ewe WM.A. Kaccupckuii. BelgensaioT nobpoka-
YeCTBEHHYIO, NPOrPeCcCUpYIOLLYIO, OMyX0NeByio, ab-
OOMUWHAsbHY0, CeNe3eHOYHYI0, 1 KOCTHOMOS3IOBYIO
dopmbl onyxonm. O6bIYHO B3aMMOMNepexon0B Mex-
oy ¢dopmamm He BbiBaeT. B oTaenbHbIX cnydasax
nobpokayecTBeHHasd GpopMa MOXET 3BOJIOLMNOHU-
poBaTb B NPOrpeccupyoLLyio. 3To cnpasenaveo 1
ONa cene3eHo4YHonm GopMbl NOCe NPOBeOEeHUS
cnneHaktomumn. B 10% cnyyaeB popmy ycTaHOBUTb
He yoaeTtcs.

OOGbIYHO MPY XPOHUYECKOM NMMPONENKo3e nme-
€TCS ryMmoparsbHbI UMMYHOOEDULNT, YacTo — ry-
GOKWUIA , CO CHMXEHUEM HECKOJbKNX KJTaCCOB UM-
MYHOr100ynMHOB. YacTbl ayTOMMMYHHbIE LIUTOMNE-

HUM — AUTA n ayToMMMyHHas TPOMOOUUTONEHMS,
OYeHb PeAKO ayTOMMMYHHBbIN arpaHynouuTtoas. Mpo-
FHO3 TakuxX CJly4aeB CYLLECTBEHHO XyXe «KJTaCCU-
4eCcKon» Cene3eHOYHOoN GOPMBbI.

B uenom, dpopmbl 3a6oneBaHmsa oTpaxaroT 6mo-
niornyeckne 0COBEHHOCTU OMyXONU — «UHCTUHKT
[oMa» OMyXoneBbIX KETOK, CNOCOOHOCTb K MeTa-
CTa3npoBaHMIO, BPEMEHHON NMPOrHO3.

B knaccudpukaumm BO3 2001 r. Bce nepeync-
NneHHble GopMbl 06 bEAVHEHBI B OOHY — XPOHUYEC-
Knii B-kneTo4Hbin nenkos/numdoumtapHasa B-kne-
To4yHasa numopoma. JliumoounTtapHon B-knetovHown
nmmdpome, 9BAFIOLLENCS TKAHEBbIM aHanorom B-
XJ1J1, cBoiiCcTBEHHA BbICTpas nerkeMmnsaums, nosTo-
MYy UCTMHHAs 4acToTa ee BCTPEe4YaeMoCTU Hen3Be-
CTHa.

Crapuu B-XJ1N

CyuiecTByeT 2 CUCTEMbI, OLIEHNBAIOLLIE PacMpPo-
CTpaHeHHOCTb 3aboneBaHus no ctaguam: B CLLIA-
K. Rai, B EBpone — J. Binet. 3tn cuctemnl ctagn-
poBaHMs 6ONE3HM ONUPAIOTCHA HA apudmMeTUIeckme
nokasarenn: 06beM MOpaxeHus, ypOBEHb remMor-
nobuHa, TPoMBOLUUTOB.

OTn ctagun 60ne3HU NPeacTaBNAT MPOCTYIO
KJIMHUNYECKYIO MPOrHOCTUYECKYKD CUCTEMY, OYEHb
yOoOHYI0 419 MacCOBbIX UCCNEA0BaHUN, B YaCTHO-
CTU, NPU KINHUYECKNX UCMbITAHUSX NPenapaTos.
OHN He 1ucnonb3ylTca B BbIOOpe nporpamMmmbl ne-
YeHNs KOHKPETHOro 6osbHoro [2,3].

MatoreHe3s n nmmyHomopdonorus

LiuToreHeTnyeckne HapywieHUss u MOJIEKY-
JIIPHO-6Monorndyeckne ocob6eHHOCTH

Mpw cTaHAAPTHOM LUTOrEHETUYECKOM UCCNeno-
BaHUW, Kak MMHUMYM B NMOJIOBUHE CITy4aeB, He yaa-
€TCs NoNy4YnTb MUTO3bl, @ €CAU OHN E€CTb, TO — Y
50% O6O0sbHbIX BbIIBNSETCA HOPMaslbHbIA Kapuno-
Tnn. Takum obpasom Tonbko B 20-30% cny4yaes
B-XJ1J1 BOBMOXHO OLLEHUTb KJIOHANbHbIE LUTOreHe-
TUyeckne HapylweHus. B cBa3m ¢ aTum Heobxoau-
MO MCMNOMb30BaTh CKPUHUHI Hanbonee 4acTbiX Ln-
TOreHeTUYECKUX HapyLleHnn metoaomMm droopec-
LeHTHOM rmbpunamnsaumm in situ (FISH). Mpwn ncnonbe-
30BaHuM 30HO0B K 12q13, 3927, 8924, 13q14,
11922-923, 6921, 6927, 17p13 n 14932 6Gonee yem
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B 80% cnyyaeB yOoaeTcs BbIgBUTb LMTOreHEeTUYeC-
kne abeppaumn. K Hambonee 4acTbiM HapyLleHN-
am oTHocaT: aeneumto del13q14(reH HEM3BECTEH,
yactoTta — 51-62% cny4yaes, B 31-44% cnyyaeB —
9TO eAMHCTBEHHOE HapyLUeHVe KapruoTuna); oene-
umio del11g22-g23 (reH ATM, B 11-25% cny4yaes);
Tpucomuto 12 xpomocomel (10-16% cny4yaes); oe-
neuuio del17p13 (ren P53 3-7% cny4yaes). Huka-
KWUX LUMTOreHEeTUYECKNX HapyLLUEHUIA He 0BHapyXun-
BaeTca y 18—-22% OONbHbIX.

XPOMOCOMHBbIE HapyLLIEHWSs NPU XPOHMYECKOM B-
KJIETOYHOM NUMOONENKO3e — MOLLHbLIN NPOrHOCTU-
4YeCKWU MHCTPYMEHT: BObLUMHCTBO CllyYaeB, Kor-
na peneumsa del13q14 asngeTca eQUHCTBEHHbLIM
HapyLUEHVMEM KapuoTuna, XapakTepusylTca 4u-
TENbHbIM CMOKOWHBIM KJIMHWYECKUM TEYEHUEM.
Haob6oporT, BbisBneHne geneuuii del11g22-g23 n
ocobeHHo del17p13 cBMOoeTenbLCTBYET O NPOrpec-
CcUpYoLLEeM TevyeHnn 6one3Hu, ObICTPO BO3HUKAIO-
e HeOOXOAMMOCTU B JIEYEHUU, XMNOPE3NCTEH-
THOCTW K OOJIbLUMHCTBY LMTOCTaTMYECKUX Mpena-
paTtoB 1 6onee KOPOTKOWM, MO CPaBHEHWUIO C Nauu-
eHTamMun 0e3 3TUX HapyLUeHWA, NPOLAOSIXKNTENLHOC-
T Xn3Hn [4]. B 3aBUCMMOCTM OT MPOLOJIKUTESb-
HOCTM XW3HW BONbHbLIX C ONpeaeneHHbLIMU LmTore-
HETUYECKMMU HAPYLUEHUSMU BblAENEHbI TPU LIUTO-
reHeHeTmnyeckme rpynnsl pucka B-XJ1J1.

o 1990 rr. XpoHn4yeckuin B-kneTouHbIN NUM-
GONENKO3 cUMTANICA OMNyXO0Jbio U3 IMM@POLNTOB
aHTUreHHE3aBUCUMOWN CTaanu oudhepeHLNPOBKA.
Ho B KOHUE NpoLnoro gecatuneTvs AByMa rpymn-
namu nccneposatesneit Obl10 NPOAEMOHCTPMPOBA-
HO, YTO B NOJIOBUHE cny4vaeB kneTkn B-XJ1J1 xapak-
TEPU3YKTCA COMATUYECKU MYTUPOBAHHLIMU FEHa-
MU BapuabenbHOro pervoHa MMMYHOr100yNnHOB
(Igvh), T.e. y gpyrux 50% sTux mytauuii HeT. [Ang
NepBbIX XapakTEPHO AINTENbHOE CNOKOMHOE Teye-
Hue GonesHu, ONs BTOPbIX — NPOrpeccupytoLlee.
Paznununa B NpogomKNTENBbHOCTU XU3HU MEXAY
9TMMN OBYMSA BapuaHTaMun 3Ha4uUTeNbHbI [5].

UmmyHopeHOoTUN KIIeTOK onyxosu

Knetkn B-XJ1J1 xapakTepusytotcs kak CD5-no-
3UTMBHbIE B-kneTkn co cnaboii akcnpeccuen «3pe-
Nbix» B-kneTto4Hbix aHTureHos CD20, CD22, FMC7,
Nerkmx n Tsxenblx uene. Hanbonee 4acto n apko
akcnpeccupyoTca mapkepbl B-numdpountos CD19
n CD79a. OcoBEeHHOCTbIO OMNyX0/n ABNAETCH 9KCHM-
peccust akTMBauMOHHOro aHtureHa CD23 (Hu3ko-
adPuHHbIN peuenTop K IgE) n oTcyTcTBME Mapke-
pa kneTtok gonnukynapHoro ueHtpa CD10. Takaqa
kKomMOuHaums — koakcnpeccus CD19/CD5, nosntue-
HocTb Nno CD23 n HeratneHocTb N0 CD10 aBnaeTca
yHUKansHon ans B-XJ1J1 u moxeT cpasy BbigBIATb-
CS COBPEMEHHBIMU LUTOPNIOOPUMETPUYECKUMU
MeToaamu. Bennko 3HaveHue aToro nccnenoBaHms

M B OUArHOCTUKE OCTaTOYHOM OMyX0nu KOCTHOMO
MO3ra nocJsie NPoBEeAEHHOr 0 e4YeHus.

Tonbko ons knetok B-XJ1J1 xapaktepHa peakuus
p03eTKo0OpPa30BaHMA C 3PUTPOLUTAMU MbILLN —
OOHOr0 13 MNepBbIX MMMYHOJIOTMYECKNX TECTOB.
Ocoboe 3HavyeHne nNpu TUNUPOBAHUU LIMPKYINPY-
IOLLINX IENKO3HbIX KNIETOK nMeeT mapkep CD38. Ero
3KCrpeccus CBOWMCTBEHHA Clly4asiM, KOTOpble Xa-
pakTepu3yTCH NPOrpecCcuUpyoLLnM KIMHNYECKNUM
TeyeHmeM. [poaomKUTENBHOCTb XN3HN NALMEHTOB,
y KOTOpbIX X0Ts Obl 15% B-numdoumtoB KposwU
no3utmeHo no CD38, BoBoe Kopoye, YeM Yy TeX, Y
koro CD38-no3uTuBHbIX B-KNeToOK HET, unm nx He
6onee 15% [6].

Takum 06pa3oM, TUMUYHbLIA UMMYHODEHOTUN
knetok B-XJ11: CD79a+, CD19+, CD20+/-, CD22-
/+, FMC7-, slg -/+, CD5+, CD43+, CD23+, CD10-,
CD21+, CD35-. KnoHanbHOCTb KNEeTOK MO JErkom
Len MMMYHOr100y/IMHOB NPY NPOTOYHOM LUTOD-
N0OPUMETPUN HEPEOKO ONpefennTb He yaaeTcs.
HoO ykasaHHbI1 MMMYHOMEHOTUN ABNSETCH TUMNUY-
HbIM, VU NPU YCIIOBUN €r0 BbISBIEHUS OTCYTCTBUE
9KCMPECCUM NOBEPXHOCTHOM LLENu Kanmna unn nsam-
642 VWb NoaTBEPXOAeT MMMYHOSIOrMYecKnin am-
arHos B-XJ1J1.

M3 Bcex kntoyeBbix ana B-XJ1J1 aHtureHos (CD5,
CD10, CD23) Hanbonee BaxxeH 1 TPyaAHO BOCMPO-
n3soanm CD23, nossonsawowmii dopmanbHo and-
depeHuMpoBaTb XPOHNYECKNIM B-KNETOYHbIN M-
dOonenkos n NIMMGOMyY 13 KNETOK MaAHTUIMHOM 30HbI.
Heo6xoaMMO OTMETUTb, 4YTO B PSAE CIyYaeB JINM-
®OMbI 13 KNETOK MaHTUIMHOM 30HblI MOXET BbISIB-
natecsa akcnpeccusa CD23 Ha 3HAYMMOM Konun4e-
CTBe KNeTok, a npu B-XJ1J1 ¢ neneuyen 11923 (rex
ATM - ataxia-telangioectasia mutated) CD23 mo-
XXEeT OTCYTCTBOBaTb. TEM HE MEHee, OMNbITHbIA UM-
MYHOJIOI OPUEHTUPYETCH HE TOJIbKO Ha HaNM4Yne nam
oTcyTCcTBUE DOPMasibHbIX MAPKEPOB, HO 1 Ha BTO-
poCTeneHHble NPU3HaKku, HanpuMep, CTeneHb 3pe-
N0CT NIMMONOHbIX KNEeTOK No akcnpeccun B-kne-
TOYHbIX aHTUreHos CD19, CD20, CD22 n FMCY.

OcHOoBHbIMU AndPepeHUManbHO-AMarHoCTUYecC-
Knmun kputepmamm B-XJUJT n nnum@pomsl n3 kneTok
MaHTUNHOW 30HbI SBNAFIOTCA ONpeaeneHne xapak-
TepHOW Ans nocnegHen XxpOMOCOMHOM TpaHCoKa-
umn t(11;14)(q13;932) n runepakcnpeccum aoepHo-
ro 6enka umknmHa D1 monekyngapHo-61onorniyeckmn-
MU UM UMMYHOTUCTOXUMUYECKVUMUN METOAAMM.

F'ucronornyeckass n yutTosornyeckass Kap-
TUHa

XapakTepHblli MPU3HaK XPOHUYECKOro numaoo-
nienko3a — KJIeTKu Nienkonusa (Tak Ha3blBaeMble
TeHn BoTkmHa-l'ymnpexra) — nonypaspylleHHble
anpa nMM@OLNTOB, KOTOPbIE XOPOLLO BUAHbLI B Ma3-
Kax KPOBU N KOCTHOro mo3ra. Mx konmyecTtBo He
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ABNSETCH nokasaTtenem TAXeCTu npouecca, no-
CKOJIbKY KNeTKW nenkonuada npeacrtaBnsioT cobol
aptedakT, NoABASIOLWNIACS B NpoLecce nNpurotos-
neHunsa npenaparta. lNpu gpyrmx nemnkeMmmsnpoBaH-
HbIX NUM@aTUYECKUX OMYXOJNaX Takue KIeTkKu OT-
CYTCTBYIOT WU YNCIIO X HEBEJNKO.

B Havyane 3aboneBaHuns NponMmMadoLUmUTOB U INM-
dobnacToB B nelikounTapHoi dopmysie 0b6bI4YHO
HeT. Pasnnumnga B UUTONOMMYECKNX XapakKTepucTn-
Kax OMnyxoJfieBblX KJIETOK MpU pasnnyHbiX popmax
B-XJ1J1 cyuwiecTBeHHbI: Tak, 00OpPOKa4YeCTBEHHOM
GdopMe CBOMCTBEHHbI LLUMPOKOMNJ/Ia3MeHHbIe TMMEO-
LNTbl; KOCTHOMO3rOBOW — NMMM®OONAHbBIA MUKPOLN-
TO3; AJ19 NPOrpecCcupyioLLEen XxapakTepeH yMepeH-
HbIN NOIMMOPOU3M.

['mcTonornyeckas kaptuHa — ANG@Y3HbIA TUN
pocTta B TInMdaTNYECKOM Y3J1e, BbIIBASAIOTCS KPYn-
Hble KNIeTKM, NONy4MBLUME HA3BaHNE NapanMMyHOO-
NlacToB, MOCKOJbKY UM He CBOWCTBEHHa 6a3zodu-
NG UMTONAasMbl, HO XapakTePUCTUKN g94pa COOT-
BECTBYIOT s4pam MMMYHOO1acTOB — OKpYrioe 60sb-
Loe 94p0 N LeHTPasbHO PacnosioKeHHOe KPYnHoe
A0PbILLKO. DTN KNEeTKn Moryt o6pa3oBbiBaTb He-
60/bLLME CKOMNEHUS.

B ceneseHke onyxonb anddysHO nopaxaet
06enylo 1, B MeHbLLIE CTENEHWN, KPACHYIO MyJsibMy.

KnuHnyeckne ¢dopmbl 6051€3HN U NPUHLM-
Mbl JleYyeHus

XpoHuyeckuin B-kneTouHbIn TMMOONIENKO3 CUU-
TaeTcs HeusnednmblM 3aboneBaHvem. Tepanus
[o6pokayecTBeHHON GopMbl UK «Tnetowero» B-
XJJ1 Ha paHHUX cTaausx 3aboneBaHus ankunmpy-
IOLLMMK NpenapaTamuy He NPUBOAUT K YBETMYEHUIO
NPOLOJIKUTENIBHOCTU XN3HU, MO3TOMY UCTOPUYEC-
KW CNOXMBLUMMCS NMOAX0OA0M Oblna BbiXuaaTesb-
Has TakTuKa, a Tepanmio Ha4MHaIM TOJIbKO Npwu no-
SBJIEHUW CUMMNTOMOB MHTOKCUKAUUN W OPYrNX Npu-
3HaKOB akTUBHOCTU GONEe3HU:

1. Hannume cMMNTOMOB MHTOKCUKALNN:

+ CnabocTtb, pasbuTocTb

+ [loBblleHne TemMnepaTypsbl

« [loTnmMBoCTb B HOYHOE BpemMs Be3 npu3sHa-

KOB VHpeKUnmn

+ [porpeccupyiouiee noxygaHve
2. Ycyrybnsaioouwiascs aHemMust n/unnm TpoMboumnTo-

nexHusi, o0yCnoBfeHHble MHPUIbTPALMEN KOCT-

HOro Mo3ara
3. AyTOMMMyHHasi aHemMus 1/uam TpomboumTone-

HUS, PE3UCTEHTHbIE K NPEAHU30JIOHY
4. Bonbluve pa3mMepbl Cefie3eHKN, ABHbIN POCT ce-

Ne3eHKN
5. MaccuBHasa numdageHonatns (pasmepbl KOHr -

nomepatoB > 7-10 cm)

6. Heyk/IOHHbIN POCT NerkounTo3a 3a npeaensl
100x10°/n BHe cBA3U C UHEKLNEN;

BbipaxxeHHas runoraMmmMarnobynMHeMmns 1 Hanm-
yrMe MOHOK/OHaNbHOW cekpeuun camm no cebe He
ABNSAIOTCS NMOKa3aHUSAMU K JIeYEHMIO.

JAob6pokayecTBeHHasa popma
XpoHu4yeckoro numdonenkosa

Kanobbl Ha NPOTAXKEHUM MHOTUX NeT 6one3Hu
00bI4HO OTCYTCTBYIOT. JIuMdageHonaTm Unn Her,
W OTMEeYaeTCs He3HavyuTenbHoe yBennyeHne 1-
2 WwenHbIX NMMdOY310B 31aCTUHECKON KOHCUCTEH-
unun. Mapenka ymMepeHHO yBesiMyeHa Ccefie3eHka.
Pasmepbl IMM@MOY3/10B 1 CENTIE3EHKN HE MEHSIOTCS
rogamn. B aHannsax KpoBu — 04YeHb MeaJSIEHHOE,
3aMEeTHOE NULLb Ha NPOTSXKeHUn 2—3 neT HapacTa-
HMe NMMdaTMYeCcKoro NenkounTo3a, KOTopbI pea-
KO npesbiwaeT yposeHb 30 Thic. Mkn. Mopdono-
s ONyXOJIEBbIX KIIETOK B KPOBU 1 KOCTHOM MO3re
aHasiorn4yHa TakoBoOW Npu IMMOOLUTOME CEJIe3eH-
Kn (puc. 47). B KOCTHOM MO3re 04aroBblii TN POC-
Ta.(puc. 48-51). JlumdboungHbie KNneTkn B 3TUX O4a-
rax 4acTto KpyrnHee 1 numetoT 6osiee CBET/bIE S4P3a,

Puc. 47. JobpokayecTBeHHas hopMa XpOHNYEC-

Koro B-knetoyHoro numoonenkosa. Masok KpoBu
(MMmMm.).
Cyb6cTpaTt onyxonu B KPOBU NPeAcTaBneH numdbouutamm
C LUMPOKOW CBETNO-ronyboi umMtonna3moii. B sapax 6onb-
LLUMHCTBA K/EeTOK BUOHbI NMPOCBET/IEHUA. MHOF)J,a MOXeT
ObITb CrylLEHME OKpacku K nepudepun umToniasmbl.
30ecb nMeeT Mecto GeHOMEH PO3eTKOOOPa30BaHKS —
npunnnaHne 3pnTpounToB K LI.VITOI'IJ'Ia3MaTI/|'-IeCKOVI MeEM-
6GpaHe NMM@OLMTOB.
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Puc. 49. Jo6pokayecTBeHHas popma
XPOHMYecKoro B-knetoyHoro numdonein-
ko3a. ToT xe npenapar (6. yB).

Puc. 48. JobpokavecTBeHHas popma

XPOHUYECKOro B-knetouyHoro numdonen-
Ko3a. 'McTonornyecknini cpe3 KoCTHOro
mMo3ra (man. yB.).
BI/I,EI,HO KpyrnHoOe CKorJieHmne ﬂMMdJOVI,EI,HbIX Kne-
TOK. B ocTanbHbIx y4acTkax —KapTHa HopMaJib-
HOro I'IOJ'IMMOpd)HOKJ'IeTO‘-IHOI'O KOCTHOIro Mo3-
ra.

Puc. 50. JobpokavecTBeHHas Hop-
Ma XPOHUYECKOro B-kneTo4yHoro nmm-
doneriko3a. 'mcronornyeckmin cpes
KOCTHOro mosra (man. yB.).
MonMMOpPPHOKNETOUHbIN KOCTHbIN MO3r. B
LLeHTpe Nong 3peHns BUaeH NMMQonaHbii
nponudepart, OKPyXalowmnin XNPOBYIO
KneTky. B BepxHei yacTu cHUMKa BuaHa
KOCTHas 6asnka.
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yeM Manble IMMOOUNTLI, HTO MHOrAa NPUBOAUT K
owmnboyHOMY AamarHoldy — meTacTtasbl numdocap-
KOMbl B KOCTHbI/A MO3r. B 60onblUMHCTBE Cly4yaeB
BbIIBAFIOTCS COMATUYECKN MYTUPOBAHHLIE FEHBbI
IgVh, untoreHeTn4yeckmn — HopMasbHbIA KapuoTun
wnn geneums del13g14 kak eaAMHCTBEHHOE Hapy-
weHune. AnddepeHumanbHas oMarHocTnka npoBo-
auTtes ¢ nebioToM nporpeccupytowein Gopmbl B-
X [7].

Ha 5-15-m rogy 605e3HM MOXET OTMeyaTbCs
nporpeccusi 3abonesaHns — B MEPBYID 0Yepenpb
HapacTaHue NemKkounTo3a, B MEHbLLUEN CTEMNEHN —
yBennyeHne nnmdaTtnyecknx y3sioB N CENe3eHKN.
BeposiTHO, B 3TOM cilydae peyb MAET He 0 fobpo-
KayeCcTBEHHON dopme, a 00 OKOHYAHMU PaCTSAHY-
TOro Ha rogbl febtoTa nporpeccupytoLein Gopmbl
XpOHMYeckoro numdonenkosda. B atux cnyyaax
NPOBOAAT NIEYEHNE HEMPOAOIKUTENBHBIMUK KypCa-
MU xnopOyTuHa, unn umknodocdaHa, nnn dny-
napabuHa. Mpu 6bICTPOM pocTe NMMPaTN4eckoro
NENKoUNTO3a, yBENNYEHUN NUMPATNYECKMX Y3I0B,
NOSIBIEHNN CUMMATOMOB WHTOKCUKAUMWN Yy TaKnX
nauMeHTOB B MNEPBYIO 04epPenb UCKIHAOT NHOEK-
LMIO, HEPEOKO CUCTEMHYIO, 6e3 sBHOro nepBuy-
Horo o4ara. [Mpu 3TOM nNocesBbl MOryT ObITb Hera-
TUBHbIMW, HO Ha3HAYEeHME ISMMUPUYECKOW aHTU-
OakTepunanbHoW Tepanun ObICTPO CHUMAET CUMI-
TOMbl MHTOKCMKaUMW, NENKOUMTO3 MOXET OoCTa-
BaTbCsl 3HAYUTESNIbHbIM €ELlle HEeCKOJSIbKO Heaesb.
Mpn rnybokoM rymopasnbHOM MMMyHoaeduunTe
pekoMeHayeTCcsd MNpPOBEAEHME 3aMECTUTENbHON
Tepanun npenapatamu BHYTPUBEHHOTO WMMYHO-
rnobynuHa.

CapkoMHon TpaHchopmaumm npu aton Gpopme
npakTu4eckn He ObIBaeT.
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Punc. 51. Job6pokayecTBeHHas

dopma XpoHNYecKkoro B-kneToyHoro
numoonerikosa. ToT xe npenapart
(man. yB.).
KneTouHbIn coctaB nMMpONaHOro cKor-
JIEHNSI FOMOreHeH. XOPOLLUO BUAHA rpaHun-
ua mexay nmmdoungHbiMn Knetkamm um
I'IOJ'IVIMOpC])HOK.HeTO‘-IHbIM KOCTHbIM MO3-
FOM.

Mporpeccupyowaa opma
XpoHu4yeckoro numdonenkosa

9710 Hambonee yactas dopma B-XJ1J1. Hauano
3aboneBaHns NOCTENEHHOE, HO B OTINYME OT [06-
pOKa4eCTBEHHOM (HPOPMbl XPOHMYECKOrO Nnmdonen-
Ko3a numdaneHonaTnus n NernkounuTo3 HapacTaloT
no mMecsiuam. NepBbiMU OOBLINHO YBENNYMBAIOTCS
LeNHbIe U HAAKMYMYHbIE TMMOY3Nbl, 3aTEM —
NoAMbILLEYHbIE, NO3Xe — naxoBble. KoHcucTeHUns
nmmdoy3noB TecTtoBaTad. Pasamepbl ceneseHkn Ha
HayanbHOM CTaAun OMyxonn NnMbo HopMarsbHbIE,
nMbo OHa He3Ha4uTesbHO yBenunyeHa. B panbHel-
LIeM Cene3eHka yBenmynBaeTcs.

CybcTpat onyxonn B KpPOBW NMPeAcTaBieH Ma-
nbiMn numooumtammn (puc. 52). na nporpeccu-
pytoLen GopmMbl XPOHUYECKOTo TMMAMONENKo3a xa-
pakTtepeH gnddy3sHeir nnn anddysHo-NHTEPCTU-
LManbHbI TUMN NOPaXeHMUs KOCTHOMO Mo3ra (puc.
53, 54). Ha ructonornyeckux cpesdax 1mmdoysnos
onyxonb npeactasneHa guddysHor nponndepa-
LuMen OAHOTUMHBIX, MENKUX TMMOOUAHBIX KNETOK C
NAOTHbIMU gapamu (puc. 55, 56). MNpu aTtom xa-
pakTepHbl «MNPOCBETNeHUs» B Auddy3HOM nponu-
depaumn B numdoysne. Moryt npucyTCcTBoBaTb
TaKkke eOUHUYHbIE KPYMHbIE KIETKU WU UX pas-
PO3HEHHbIE rpynnbl. KpynHble KNeTKu MMEKT CBET-
Nble a4pa OKPYrion Uam oBasibHOM GpopMbl, coaep-
xawpe 1-2 ueHTpasbHO PaCNONOXEHHbIX 9APbILL-
ka, uMtonnasma 6negHas nnn cnabobazodunbHas.
B oTnevatkax nuMdOonaHbIX OpraHoB ONyXosb UMe-
€T 3pesiblii KJIEeTOYHbIN cocTas (MM@OoUnTapHO-
npoaMMeOUUTapHbIA, puc. 57).

Mpy UMMYHODEHOTUNMPOBAHUN OObIYHO BbISIB-
NF9eTcq 3HaYUNTENbHAs 3KCMPECCUS aKTUBALMOHHO-
ro aHtureHa CD38, B MeHbLUelr CTeneHu Opyrux
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Puc. 52. Mporpeccupyiowas popma

XpOHU4eckoro B-kneTo4Horo numaonen-
Ko3a. Ma3ok kpoBu (MMM.).
B kpoBu — kapTuHa nenkoumtosa. Jinmooum-
Tbl cpeaHux pasmepos (10-12 Mkm), ¢ cepo-
ronyboi umMTonnasMon 6e3 nepuHykieapHo-
ro NPOCBETNEHUS. Fapa OKpyrible, HEKOTOPbIe
N3 HNX PaCMOJIOXKEeHbl 3KCLLIEHTPUYHO, XpoMa-
TUH MeeT XapakTepHylo rpybornbibyaTyto
CTPYKTYPY («ropbl 1 OONUHbI»).

Puc. 53. Mporpeccupyowasa ¢opma
XPOHUYeCckoro B-kneto4yHoro numoonein-
Ko3a. 'mcTonornyecknin cpesa KOCTHOrro
mMo3ra (marn. yB.).

Mnowaab XMPOBOWM TKaHW B KOCTHOM MO3re
CYLLECTBEHHO yMeHbLUeHa. BuaeH anddysHbin
pocT nMmdaTN4eCcKOm Onyxosu.

Puc. 54. Mporpeccupyowas dopma
XpOHU4eckoro B-kneTo4Horo numaonen-
ko3a. ToT xe npenapart (0. yB.).
Cyb6cTpaTt onyxonm B KOCTHOM MO3re npen-
CTaBJieH npenmyL,ectBeHHO OOHOTUMHbIMUA
ﬂI/IMCDOVI}J,HbIMI/I KJIeTKaMu C MJIOTHbIMU aapa-
MW. ﬂ}J,prLIJKI/I OONHO4YHbIE, MeNnikne, BUOHbl HE
BO BCEX KJleTKax.
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Puc. 55. MNporpeccupytouiasa popma XpoHu-
yeckoro B-knetoyHoro numoonenkosa. [mMcto-
norn4yeckuin cpes numaoysna (man. yB.).
TkaHb NMM@Oy3na NONHOCTLIO 3amelleHa anddys-
HOM nponudepaumen Menknx MIMM@POnaHbIX KNeTOK.

Puc. 56. lMporpeccupytowas

dopma xpoHn4eckoro B-kneTtoyHo-
ro numoonernkosa. ToT xe npena-
pat (6. yB.).
CybcTpaT onyxonv nNpeacTaBieH OfHO-
TUNHLIMU MEJTIKUMU ﬂMMd)OI/I,JJ,HbIMI/I KneT-
KaMu C NNOTHbIMU aapaMn. B HEKOTOPbIX
Aa0pax BUOHbI Menkne A0PbILLKN. CTpen-
KON OTMeYeH OAMNHOYHbLIN OLNHOYHbIN
«napanMmMmyHobnacT».

Puc. 57. Nporpeccupytowwas popma Xpo-

Hn4yeckoro B-knetoyHoro numdonerkosa.
OTnevatok numdoysna (MMm.).
KneTo4HbIl cOCTaB oTneyaTka npeacTaB/ieH Mop-
donorn4eckumm 3penbiMn anemeHTamm numeo-
vgHoro pspa: 1 — 3penbiMu numountTamu, 2 —
nponumMmdoumTamMm (KpyrnHble KNeTku ¢ 6onee rpy-
6011, 4yemM y 611aCTOB CTPYKTYPO XpOMaTnHa 1 oaui-
HOYHBIMU aapbillkaMu), 3 — Nna3MoumTamu.
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aKTUBALMOHHbIX aHTureHos — CD71 n CD25. lMpn
LUMTOreHeTM4YeCckoM UccnenoBaHnm Hanbonee yac-
ThIMW Haxogkamu gBAfTCS Tpucomus 12 Xxpomo-
coMbl (+12) nnu gynnnkauusa ee O4JMHHOMO nieya,
neneuuys oJVHHOro nneva 6-m XpomMocombl (69-),
MOryT 0OHapyXMBaTbCS KOMMJIEKCHbIE HAPYLUEHUS
kapuoTmna.

JleueHne nporpeccupyiowieit Gpopmbl Xpo-
Huyeckoro numdonenkosa

Ckonbko-H1byap ycTosiBLIecs HGopMbl SledeHust
9TOWN POPMbI Nleriko3a HeT. Icnonb3yoTes 1 No cen
OeHb NPorpaMmmbl MOHOTEPaNUN — XNI0POYTUH, LIMK-
nodocodaH, B ToM ymcne OpobHo (B TeveHne 10
aHen no 400 Mr yepes oeHb BHYTPb 5 pa3 un 2 He-
nenu nepepbis (A.V. Bopobbes, M.[l. BpunnuaHT,
1983) B nocnegHue rogbl yalle UCnosib3yeTcs Co-
yetaHme ¢pnygapabuHa ¢ umknodocdaHoMm, UHOr-
ha — ¢ mabTepoi 1 MUTOKCaHTpPoHOM [8, 9]. Bax-

Puc. 59. Mporpeccupytoiasn
dopma XpoHn4eckoro B-knetoyHo-
ro numdonenkosa. ToT xe npena-
pat (man. yB.).

Onyxoneas HGUNbTPaAUNSA 3axBaTbiBa-
eT NopTasIbHYIO 30HY MeYeHun.

3
5
2
S

- e

HenLwnMm 3agadamMm 1 yCIoBMEM NEYEHNS NPOrpec-
cupytouein GopMbl XPOHUYECKOro NMMQONinkosa
ABNAIOTCH COXPAaHEHWE COXPaHEeHUe KIIMHUYECKOM
CTabuNIbHOCTN, COMATUYECKOM KOMMNeHcauUMm 60nb-
HbIx [10].

TpaHcdopmauusa nporpeccupyiowen pop-
Ma XpoHuuyeckoro numdonenkosa

CapkoMHag TpaHchopMaLumsa BCTPeYanTcs npu
nporpeccupyoLen ¢opme B 1-3 % cnydaes, xoTa
npuv aHanuse CeKLMOHHOro Martepuasna 3TO YMCIO
MoxeT coctaBnatb 10-15%. TpaHchopmaumsa —
ApamMaTnyeckuii aTan B XU3HW NaluMeHTa 1 Bpaya:
VIHTOKCUKAUUS, Kaxekcusl, CUHAPOMbI COABNEHMS,
MopduiiHble 6051, HOrga HelMponenkemms 1 NpPo-
LOMKNTENBHOCTb XU3HU B Npeaenax 4—6 mecsaueB
Ha MakCMMasibHO arpecCMBHON Tepanuu.

KnnHuyecku TpaHchopMaLmg XxapakTepmuayeTcs
NPOrpeCCUPYOLLVIM YBENNYEHNEM U BbIPAXKEHHbLIM

Puc. 58. Nporpeccupytowiasa popma xpo-
Hun4yeckoro B-kneTtouyHoro numdonenkosa.
mcTonormnyeckuini cpea buonrtara neyeHu
(man. yB.).

BuaHbl 6eCnopsiouHO PacnonoXeHHbIE MHOXe-
CTBEHHbIE o4arn IMMGONLHON MHOUIbTPaLUN.
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Puc. 60. MNMporpeccupytowaa popma XxpoHu4ec-

koro B-knetoyHoro numdonenkosa. ToT xe npe-
napar (6. yB.).
OnyxoneBblit MHPUILTPAT B NevyeHn obpasoBaH Meskn-
MW OAHOTUMHBLIMWU NMMOONAHBIMUY KNIeTKaMU C MUKHOTMY-
HbIMKW sapaMn. B yacTn KneTok XopoLuo BUAOHbI SApPbIL-
Kn. B neBom yactm CHMMKa pacnosioXeH XXen4yHbli nNpo-
TOK.

YMJIOTHEHUEM MPEUMYLLLECTBEHHO OOHOI0 WUn He-
CKOJNbKNX NUM@POY3N0B, MNOSABIEHNEM MIOTHOrO
4acTo po30BOro LBeTa 00pa3oBaHUS Ha KOXeE.
MHorpa mectom TpaHchopmMaumm aenstoTes abao-
MUHasbHble nuMmdaTnyeckme yanol. Npu nerikemn-
[e Ha KOXe HM 3yaa, HU 60one3HeHHOCTU HeT. B
JanbHenLweM NoABASI0TCS MeTacTasbl B permoHap-
HbIX N OTAAJNIEHHbIX IMMOY3/ax.

Puc. 61. Mporpeccupytowaa popma XxpoHu4ec-
Koro B-knetoyHoro numdonenkosa. 'mcrtonornyec-
KN Cpe3 ceneseHku (man. yB.).

MHOX€eCTBEHHbIE KpYyMHble NMdbonaHblie NHOUNLTPATHI
B MNapeHXxmnme cesyie3eHKN.
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Puc. 62. MNMporpeccupytouias dopma XxpoHmnyec-
Koro B-knetouyHoro numdonerkosa. ToT Xxe npe-
napat (man. yB.).

Ouar numdongHor nHbunbTpauur B ceneseHke. Men-
Kne numooungHble MHPUNLTPATLI UMEIOTCS Takke U B
KpacHoM nynbre.

CUMNTOMbI MHTOKCUKaUMU OObIYHO SPKKU, HO
MOTYT WU OTCYTCTBOBaTb. [ MCTONOMrM4ECKN BblAENS-
10T TPY TUNa TpaHcdopmMaumn: yaule no Tmny oud-
bY3HOWM KPYMHOKNETOYHON NUME@OCapKoMbl (puUC.
63-68) Nopa3no pexe BcTpevyaeTca XOOKKMHOMO-
no6Has TpaHcopmauus, korga B yane oOHapyxum-
BaeTCcs kapTuHa numdorpaHynematosa. 1o 6osee
GnaronpuaTHas KIMHUYeckas cutyaums. TpeTuii Ba-
pUaHT TepMuHanbHoro obocTperus XJ1J1 — 6nact-
Haga TpaHcdopmaumsa (puc. 69). B nocnegHem cny-
Yae NosSBNATCHA NOTAMBOCTb, NOTEPS B Bece, Jn-
Xopagka, He cBs3aHHas ¢ nHdekumei, aHemus 6es
pPeTuKyouMTOo3a, HEMTPO- U TPpOMOBOUUTONEHMS.
BaxHenwni n onpegensiowmin npusHak — Hapac-
Talowmi 6nacTtos, obunmne NponMMpOLNTOB, NOSN-
MOPGU3M NUMPONLHBIX KIETOK B KOCTHOM MO3re
1 nepndepryeckon KPoBuU.

Heob6xoouMo OTMETUTL, YTO TpaHchopMaLms
MOXEeT OblTb KJIOHaNIbHO UAEHTUYHOW UMetoLLEMY-
CSl XPOHUYECKOMY IMMPONenkosy 1 ObiTb KNIOHaNb-
HO Apyrow onyxonbto. MNpu capkoMHOW TpaHCOpP-
Maumm NMM@OOLMTO3 MOXET UcYe3aTb U MNOSBISET-
c HEMTPODUIbHLIN NenkounTod. VMIHoraa kapTuHa
KPOBU He MeHsieTcs. HeobxoamMmMo MOMHUTL, 4TO
HeNTpodUIEe3 MOXET CBMAETENIbCTBOBATL HE TOJ1b-
KO O CapKOMHOW TpaHCHOpMaLUN XPOHUYECKOrO
nnmdonerkosa, HO 1 0 Pa3BUTUN BTOPOI OMyXO-
v, obblvHO paka. Mpu cekpeTupylowmx Gopmax
3aboneBaHUs NepBbiM MNPU3HAKOM CapPKOMHOM
TpaHchopMaumMm MOXeT ObITb NpekpaLleHne cek-
peuunn.
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Puc. 63. MNporpeccupytowasa popma XpoHn4ec-
Koro B-kneto4yHoro numdonenkosa. ToT ke npe-
napar (6. yB.).

KneTo4HbIn cOCTaB ONyX0Nn B CENE3eHKe aHanorn4eH
TakoBOMY B nnMdoyane n nedyeHn. Ctpenkamm oTmeye-
Hbl «NapanMmMyHOOIaCTbI».

Puc. 64. CapkomMHaga TpaHchopmauus

nporpeccupyowen GopMbl XPOHUYECKOIO
B-knetoyHoro numdonenkosa. OTneyaTok
nmmaooysna (UMM.).
KneTou4HbIn cocTaB oTnedvaTka noanmopadeH. Ha-
psiay ¢ MOpdONOrMYeckn 3penbiMn KneTkamm —
nmmdoumntamu (1) n nponnmdbountamn (2) —
NPUCYTCTBYIOT Takxke NMM@OCapKOMHbIE KJIETKU
C BOJIOKHUCTbIM XpomMaTtuHom (3). ObpaliaeT BHU-
MaHue pparMeHTaLms LMTonna3mMbl ONyXosieBbix
KNeToK (LMTOMIa3MOoKIasns).
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Puc. 65. CapkomHasa TpaHchopmaumg
nporpeccupytoLen GopmMbl XPOHNYECKOTO
B-kneto4yHoro numdonenkosa. lmcrtonoru-

YeCKN cpes3 3aMOPOXEHHOro Numdoy3na
oA

(man. yB.).
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A ‘0 @ o w Lms nporpeccupyioLLen GopMbl XPOHU-

yeckoro B-knetoyHoro numdoneniko-
3a. ToT xe npenapart (6. yB.)

Mpn Gonbliem yBenM4yeHUn BUAOEH MOSN-
MopPdU3M Onyxonesoi nonynauum, obyc-
JIOBJIEHHbIN MPUCYTCTBUEM KPYMHbLIX aTn-
MNYHbIX KNEeTOK CO CBETJ/IbiIM/ dapaMun n
KPYMHBIMU S4PbILLKAMMU.

Puc. 67. CapkoMHas TpaHchopmaLms Npo-

rpeccupytouen GopMbl XPOHMYECKOro B-kne-
TO4HOro numdonerkosa. OTnevyaTok ceneseH-
Kn (MMMm.).
KneTouHbIli cocTaB oTneyatka nonmmopdeH. Ha-
psgy ¢ numdoumtamu (1) n nponumdoumtamm (2)
B COCTaBe OMnyxoJiv NPUCYTCTBYIOT IMMPOCapPKOM-
Hbl€ KNETKM C LUMPOKON LIMTOMNA3MOWN, BOOKHUC-
TbIM XPOMATUHOM W KPYMHBLIMA OAMHOYHBIMU A[-
pbiwkamu (3). BugHa umtonnasmoknasns.

Puc. 68. CapkomHas TpaHcdopmaums

nporpeccupyoLen GopMbl XPOHNYECKOIO
B-knetoyHoro numdonenkosa. mctonoru-
4yeckuin cpes ceneseHkun (6. yB.).
Mpwn 60nbLIOM YBENNYEHUN BUAEH NOMMOPDU3M
KNEeTOYHOM Nonynsaumm, 06ycnoBfeHHbI NPUCYT-
CTBMEM B COCTaBE OMyXOnn CpefHero pas3mepa
M KPYMHbIX aTUMUYHbIX KETOK CO CBETNbIMU G-
pamu 1 aapbiLKaMn CNOXHON GOpMbl (OTMeYe-
Hbl CTpenkammn).
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Puc. 69. bnacTtHaga TpaHchopmauuvs XpoHnYec-

Koro B-kneto4Horo numdoneinkosa. Masok KpoBu
(mMm.).
Hapsigy co 3pensiMn nammdoumtamn n nponnmdoumnTa-
MW, pacnoJio>dKeHHbIMU B HUXKHEW 4acTu CHMMKa, B Ma3Kke
KPOBW BUAHbI ABa numdobnacTta ¢ KpynHbIMU SApbILLKa-
MW.

OTpaboTaHHbIX MPOrpamMMm ie4eHnUs CapkOMHOM
TpaHchopMaunum XpPOHMYECKoro nmmdonenkosa
HeT.

OnyxoneBasa ¢opma
XpoHu4eckoro numdoneinkosa

Hayano knuHM4eckon KapTuHbl 3aboneBaHus
COOTBETCTBYET TakOBOW MNpu nporpeccupyroLlen
dopmMe xXpoHumyeckoro numdaponenkosa. NepsbiMun
YBENNYMBAIOTCS LLUEHbIE U NOAMbILLEYHbIE TMMEO-
y31bl. IX KOHCUCTEHLUMS, B OT/INYME OT NPOrpeccu-
pytoLwen GopMbl XPOHUYECKOro nnmdonernkosa un
NMM®POMbI U3 KJIETOK MaHTUMHOW 30HbI, MAOTHAaY;
nMMdoy3nbl, CAMBaACb, 00Pa3ylOT KOHIIOMEepPaThI,
KOTOpble MHOrA4a OOCTUralT FMraHTCKuUX pasme-
poB (puc. 70).

XapakTepeH 3penokNeTOYHbIN nnMdaTn4eckui
NnenkoumTos, Kak NpaBuio, He npeBbillaloLwmin 20—
40 Teic/MKN. JIerkounTo3 HapacTaeT MeajieHHo. B
KPOBM U KOCTHOM MO3re cyObCcTpaT onyxonu npea-
cTaBneH maneiMn numdoumtamu (puc. 71, 72). B
FMCTONIOMMYECKUX Cpe3ax TPernaHoOmonTaToB Bbi-
apngetcsa AMP@OY3HbIA POCT OMNYXONEBbIX KINEeTOK
(puc. 73). B cpesax numdoy3noB BUAHbI anddys-
Hble pa3pacTaHns OOHOTUMHbIX KJIETOK CO CBETJIbl-
MK 94paMn U HYKJIe0laMn BO MHOIUX U3 HUX (pUC.
74,75), B OTNEeYaTKkax onyxosib NpeacTaBieHa qnm-
donaHbIMN KNeTKaMU NPenMyLLECTBEHHO Tuna
nmmooumToB 1 nponumdapountos (puc. 76) [1].

Puc. 70. BHewHnii Bug 60/1bHOM OMyXOJIEBOWA
bOPMON XPOHMYECKOro B-kneTtoyHoro numdoonei-
KO3a.

CnuBalowpmecs opyr ¢ Apyrom KOHroMepaTbl MOAMbILLIEY-
HbIX NTMMGOY3SI0B.

NMMyHODEHOTUN 0nyxonu popManbHO COOTBET-
CTBYET XPOHUYeCcKOMy B-kneto4yHomy numdeonei-
KO3y, MOXET oTMevaTbCsa 6onbluag VMMMYHONOMM-
yeckas 3penocTb — Gonee BbICOKAd 3KCMpeccus
CD20, CD22 n FMC7, gpkas aKcrnpeccus nerkom
uenun. KneTtkn Bcerga aktmuempoBaHbl no CD38.

MIMeHHO aTa KnnHMKO-mopdonormnyeckasa ¢pop-
Ma Hambornee 4acTO xapakTepusyeTca aeneuuven
reHa ATM (ataxia-telangiectasia mutated,
del11g22-g23). lNMoka3aHo, YTO XPOHMYECKNIA NTUM-
donenkos ¢ peneumen 11923 conpoBoxaaeTca
0co6bIM nNpodunemM 3KCnpeccun peLLenTopoB ag-
re3uu, 4To MOXeT 0OBACHATbL HECOPA3MEPHO HU3-
KNI YPOBEHb JIENKOLMTO3a MPU OrnyxosneBon gop-
Me, XOTS Takas 3aKOHOMEPHOCTb HabnoaaeTcs He
y BCeX OOJbHbIX.

Mpn onyxoneson GOpPME MUCNOAb3YIOTCA MPO-
rpammbl COP, CHOP, FMC. Hepenko npu aTom yaa-
€TCH NOJly4nTb PEMUCCHUIO: HOPpManM3auus pasme-
POB y3510B, GOPMYJibl KPOBU. XOTS NOJSIHASA KOCTHO-
MO3roBasi pemuccug 6biBaeT peako. B uenom, npo-
OOMKNTENBHOCTb XU3HU 3TUX OOMbHBIX Mano OT-
JIn4aeTcs OT TakOBOW NPW NporpeccupytoLLen pop-
Me 3abonesaHug [1].
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Puc. 72. OnyxoneBas popma XPOHNYECKO-
ro B-knetoyHoro nnmdoonenkosa. Masok ko-
CTHOro mo3sra (umm.).
3penbie NMM@OLUNTLI, KNETKN NENKonM3a, Meskas
KNeTka C NMUKHOTUYHBLIM SAPOM — OKCUDUIbHbLIN
3PUTPOKAPUOLNT (OTMEYEH CTPESIKON).

Puc. 71. Onyxonesas popma XpoHuyec-

Koro numaoonerikosda B-knetoyHoro. Masok
KPOBU (UMM.).
JlelikoumTO3 OTHOCUTENBHO HEBeNuK. B KpoBu
OOHOTUMHbIE 3penble NMMMPOUUTBI C FbiIGYaTon
CTPYKTYypoU xpoMaTuHa. CTpenkoi ykazaHa oam-
HOYHasa NMM3NPOBaHHas knetka — TeHb BoTknHa-
l'ymnpexta.

Puc. 73. OnyxoneBasi dpopma XpOHU-
yeckoro B-knetoyHoro numdonenkosa.
ncTonornyecknin cpes KOCTHOro mMo3ra
(man. yB.).

AdnddyasHoe 3amelleHmne KOCTHOro Mo3ra Jinm-
dbonagHbIMU KIeTKaMu.
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Puc. 74. OnyxoneBass dopmMa XpOHMYEC-
koro B-kneto4Horo numdoneinkosa. N'mcrono-
rnyeckuii cpesd numdoysna (man. yB.).
AndodysHbii pocT AMMPOnNaHbIX KNeTok Ha doHe
MOJIHOrO CTUpPaHUS puUcyHKa numdoyana.

Puc. 75. OnyxoneBas ¢popma xpo-
HMYeckoro B-kneToyHoro numdaponenko-
3a. ['uctonornyeckunii cpesd numooyana
(6. yB.).

JInmbonaHble KNeTku OTHOCUTENIbHO OLHO-
TUMHbI, UMEIOT CBeT/ble aapa. B 6onbLUnH-
CTBE KJIETOK BUOHbI 9400bILLKNA.

Puc. 76. Onyxonesasa ¢dopma XpOHU-

yeckoro B-knetoyHoro numdonenkosa.
Otneyatok numdoysna (MMM.).
Cyb6cTpat onyxonu npeacTtaeneH Mopdonorm-
Yyecku 3pesibiMu KneTkamu TIMMdOonaHOro psaa
— numdoumnTtammn 1 nponumooumtammn (6onee
KPYMHbIE KNETKM C rbl6YaTbiM XPOMATUHOM U
OAMHOYHBIM OKPYMIbIM SiApbILKOM). LinTonnas-
MoKnasus.
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A6agomMmunHanbHaa ¢popma
XpoHuveckoro numdoneinkosa
OT1nuunTtenbHast 0coO6EeHHOCTb aba0MUHANbHOM
GOpPMbI XPOHMYECKOr0 NMM@ONenkosa CoCTOUT B
pPacnonoXeHM OCHOBHOM MacCChl OMyXOJN: Ha NpPo-
TXKEHMN MHOIMMX MecsaueB, a MHorga u neTt pocT
OMyxonn OrpaHuvyeH, B OCHOBHOM, nnMdoy3namu
OpIOLLHOM NONOCTW, KOTOPbIE MOMYT AOCTUraTb Or-
POMHbIX pa3mepoB (puc. 77). NHorpa ysenuyvsea-

Puc. 77. BHewHwnin Bug 60AbHOIO onyxose-
BO GOPMOIN XPOHNYECKOrO B-KNeTo4HOro num-
donenkosa.
3aUJTpI/IXOBaHHbIe Y4aCTKM COOTBETCTBYIOT rpaHuULamM
onyxonun: 1 — MaCCUBHbIN KOHIriomepar Nnmdoyssos,
2— ne4yeHb, 3 — ceneseHka.

.

I0TCS cenesdeHka u nepudepunydeckne MMMeoysnol.
B KpoBWM Npu 3TOM BbIIBNAETCHA YMEPEHHbIN 3pe-
JIOKNETOYHbIN nnmdoumnTos (puc. 78). Tun pocta
B KOCTHOM MO3re — aud@y3sHbli, UHTEPCTULMASb-
HbI N AndPY3HO-UHTEPCTULMASBHBIN (pUC. 79—
81) [1].

JleyeHne abpomMuHanbHOW GOpMbl NPOBOAUTCS
Mo TEM Xe nporpamMmmam, 4To 1 NPOrpeccupytoLLen
dopmbl 3aboneBaHus.

Puc. 78. AbgpoMuHanbHas popma XpoHu4ec-

Koro B-knetoyHoro numdonerikoda. Ma3sok Kpo-
BU (MMM.).
JlelikoumMTo3 CpaBHUTENbHO HeBbiCOKui. CybeTpaT
onyxonn B KpOBWU npeacrtaB/ieH MenkKnMin ﬂVIMd)OVI,lJ,-
HbIMW KNeTkaMny € KOMNaKTHbIM XPOMaTUHOM U Y3KUM
O60,EI,KOM CUHEW UMTONNa3Mbl.
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Puc. 79. AbgomumHanbHaa ¢gopma Xpo-
HM4yeckoro B-kneto4yHoro numdonerikosa.
fmcTonornyeckuin cpes TpenaHobuonTaTa
KOCTHOro mo3ara (mas. yB.).
MHTepCcTMUManbHblli TUM MOPaXeHns KOCTHOro
Mo3ra npu abaoMnHanbHon GopMe XpOoHUYEC-
KOro numdonerkosa.

Puc. 80. AbpomMunHanbHas dopmMa XpoOHMHYECKo-
ro B-kneto4yHoro numoonerikosa. ToOT xe npena-
pat (man. yB.).

OnyxoneBble pa3pacTaHns NPOHMKAKT MeX4y HEOMyXO-
NneBbIMU KJNIETKaMM KOCTHOIO Mo3ra — VIHTepCTVILI,I/IaJ'IbeIVI
TN NOPa>KeHUA.

Puc. 81. AGpomuHanbHas Gopma XpoHuyec-
KOro B-kneto4Horo numdonenkosa. ToT xe npe-
napart (6. yB.).

Onyxonesble pas3pacTaHns NPOHUKAKT MEXAY Heorny-
X0JieBbIMA KNleTKaMn KOCTHOINo Mo3ra — MHTepCTuumn-
anbHbIV TUN nopaxeHuqa.
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CeneseHouyHasa popma

CeneseHouyHaa ¢opma B-XJ1J1 (puc. 82-87)
o0beanHseT ABe KaTeropum OONbHbIX:

Y nepBbIX UMeeTCs MaCcCUBHadA CrijlIeHOMeranus,
nekounTo3s 06bI4HO Bbile 80—100x10°%/n npu Mu-
HUManbHOM NnuMdaageHonaTum. Bnpoyem, ygennye-
HUS NMMbATUYECKUX Y310B MOXET U He ObITb. KOH-
CUCTEHUMS cene3eHku nnoTHag. MHorga nmetoTcd
yMepeHHasi aHeMUsl U TPMOOLMTOMNEHMS, HE CBA3AH-
Hbl€ C ayTOMMMYHHbIM LMTONM30M. Tun pocTta ony-
XOJIN B KOCTHOM MO3re gnddyaHolin. B uenom ata
dopma goctaTtoyHo HGnaronpuaTHa. JOCTOBEPHbIX
[aHHbIX 0 YaCTOTe CapKOMHOM TpaHcpopmauumn ce-
N1e3eHO4YHON POPMbI XPOHNYECKOT O NMM@OIenkosa
HeT [1]. Takon BapmaHT cene3eHo4YHOor GOopMbl HE-
obxoanmo anddepeHumpoBats ¢ B-nponnmdoum-
TapHbIM NENKO30M — PeaKOn 3/10Ka4eCTBEHHON B-
KJIETOYHOW OMyXO0JblO, YaCTO XapaKTPU3YyIoLLENCcH
neneuvien reHa P53 (del17p13) n pedpakTepHoii K
XUMUOTEepPaneBTUYECKOMY JIEHEHMIO.

Pexe BCTpeyaeTcs BapuaHT, xapakTepusyoLmii-
Cs HeBbICOKMM (B npegenax 20-50x10°%/n) numda-
TUYECKUM NENKOLNTO30M, YMEPEHHOW CrjleHOMe-
ranuen, HesHauynTenbHoM numdageHonaTnen, Ts-

XenbiM FyMOpasnbHbIM UMMYHOAEDULIUTOM CO CHU-
XEHVEM KaK MUHUMYM [ABYX KNAaCCOB MMMYHOIJO-
OYNIMHOB U BbIPaXEHHbIMU ayTOUMMMYHHbIMU OC-
JIOXHEHUSIMU — PELIMOVBUPYIOLLVIMUN FEMOITUYEC-
KUMW KpU3amMu U UMMYHHOW TPOMOOLIMTOMNEHWEA.
OTa pas3HOBMOHOCTb CEeNe3eHOYHON (pOpPMbl OCO-
OeHHO HebnaronpuaTHa B TeX CJlydasix, Koraa rnoc-
Jle CNAEHSKTOMUN BO3HUKAKT PeUVaNBbI FEMOMN-
3a.

B uenom, cenedeHovHasa ¢popma B-XJ1JT oTHO-
cuTenbHO OGnaronpusaTHa, OCHOBHblE NMPOOIEMbI
CBSA3aHbl C 4aCTbIMW AYTOMMMYHHbIMW LNTONUTU-
YECKMMU OCNOXHEHUSMIN. JIeyeHne B Taknx crnyya-
X 0ObIYHO HAYMHAIOT CO CryiIeHakTOMMK. [porpec-
CUS NOCNE CMNEHIKTOMUU MOXET MPOSBAATLCS B
BUAE peunamBa remonu3sa. AnutenbHas tepanus
cTepovngamm, MHOEKLIMO3HOCTb U YacTble rocnuTa-
JIN3aLMM CHUXKAIOT KQYeCTBO XU3HN Taknx OOJSbHbIX.
B ocTanbHOM nevyeHve 3aTon GOpPMbl — Kak U Mpo-
rpeccupytowen [1].

TpaHcdopmaumusa ceneseHO4YHON POpPMbI
XpoHu4yeckoro numdoneinkosa.

TO4YHbIX JaHHBIX O YacTOTe TpaHchopMaLMn Npu

ceneseHo4Hol dopme 6one3Hn Her.

Puc. 82. CeneseHo4yHas
dopma xpoHundeckoro B-kne-
TOYHOro numdoonenkosa. -
CTOJIOMMYECKUN Cpes cene-
3eHKn (marn. yB.).
MHOXeCTBEHHble pa3HoKanu-
6epHble, MecTamMu CriMBaloLLme-
¢ GonnrKynonoaoOHbIe Oryxo-
neBble pazpactaHus numaoona-
HbIX KJ1€TOK.
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Puc. 83. CeneseHo4Haqa

dopma xpoHuyeckoro B-kne-
TOYHOro numdonenkosa. ToT
Xe npenapart (Masn. yB.).
Ouar numdongHoii nponudepa-
LMK, COCTOSALLMIA N3 OOHOTUMHBIX
MeEeNKnx J'IVIMCDOVI)J,HbIX KNeTokK C
MJIOTHbIMW AapaMn.

Puc. 84. CeneseHo4yHaa popma
XPOHUYECKOro B-KNETOYHOro N1M-
donerikosa. N'mcrtonornyeckuii cpes
ceneseHku (6. yB.).

MopaBngaowee GONbLMHCTBO KJ1ETOK
0OMHaKoBbl MO pasmepam 1 dopme,
copepXar rnbloku xpomMaTuHa.

Puc. 85. CeneseHouyHada
dopma xpoHuyeckoro B-kne-
TO4YHOro numdoneinkosa. OTne-
4aToOK Cene3eHkn (MMM.).
KneTouHbIl cocTaB onyxonv npea-
cTaBneH Mopdosornyeckn 3pesbl-
MU KNeTKamu: mMasnbiMu numboum-
Tamu C rnblG4aTol CTPYKTYPO XPOo-
MaTuHa 1 nponumdoumutTamm (Npo-
nmmMaoounT 0603HaAYEH CTPENKO).
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Puc. 87. CeneseHo4Hasa popma Xpo-
HuYyeckoro B-kneToyHoro numdonenko-
3a.

ToT xe npenapart (6. yB.). KneTtouHblin co-
CTaB I/IHCDI/IJ']praTa B nNevyeHn noeHTn4eH T1a-
KOBOMY B CEJIE3EHKE.

P

Puc. 86. CeneseHouHas popma XpOHNYEC-
Koro B-knetouHoro numdonerikosa. 'mcto-
Nlornyecknin cpeld buontaTta nevyeHu (man.
yB.).

NnmbounaHbIn HPUALTPAT COCTOUT U3 OOHOTUNM-
HbIX KNETOK C MJIOTHbIMW A4p0aMWn.

e

KocTtHOMO3roeasa ¢opma
XpOoHu4eckoro numdonenkosa
(lymphadenia ossium)

dopwma onucana B 1937 roay E. Storti u oTHO-
CUTCS K KparHe peakmm onyxonam. KnuHuyeckas
KapTMHa 3ab0NeBaHUS XapakTepusyeTcs ObICTPOo
nporpeccupyoen LMToneHnen, MoxeTt ObiTb
OY€Hb YMEPEHHbIN NMMdaTUYEeCKUN NENKOLNTOS.
Jlumodoyanbl He yBENMYEHDI, CeneseHka, Kak npa-
BUJI0, HOPMaJbHbIX Pa3MepoB. B ma3kax KOCTHOro
Mo3ra OonyxoJsib npeacTasiieHa Menkumu nmmaoo-
WMOHBIMWU KNeTKaMu, MHOrga C MiaoTHbIM GeccTpyk-
TYPHBIM XPOMaTUHOM s14epP N Y3KON TEMHO-CUHEN

umTonnasmori (puc. 88). B TpenaHobuonTate — OT-
CYTCTBME XMPOBbIX KJIETOK, BCE KOCTHOMO3rOBblE
MOMOCTN BbINOJIHEHbI MAOTHOW UHGUAbTPaUMENn
OOHOTUMHBIX MENKNUX NMMOOUOHbIX KNeToK; ane-
MEHTOB HOPMaJIbHOrO reMonoa3a NPakTU4eCKN HET
(puc. 89, 90).

MMMyHODEHOTUN, LUMTOreHeTUYECKNEe Hapylle-
HUS He n3y4veHbl. BBMay cBoOeNn peakocTn ata ony-
XO0Nb HY>XOAeTCHa B OOMONHUTEIbHOM U3YYEeHUN.

Mpw 31O PopmMe BbIN NONYHEHbl XOpoLUKne pe-
3ynbTaTbl — NONHAsA peMmuccus Ha nporpammve VAMP
— 6-8 kypcoB (A.N. Bopobber, M.[. bpunanaHT,
1983).
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Puc. 89. KoctHoMo3roeasa ¢popma
XPOHUYeCKOro B-kneto4yHoro numaoo-
nenko3sa (lymphadenia ossium). 'm-
cTosiormyeckuii cpes TpenaHobuon-
Tata KOCTHOro mosra (marn. yB.).
OnddysHaa nHGunbTpaLmsa KOCTHOro
Mo3ra nMMCI)OLI,VITaMVI. )Kl/lp BbITECHEH
NnpakTn4eCckn rnoJIHOCTbIO.

Puc. 88. KoctHoMo3roBas ¢dopma XxpoHU4ec-
KOro B-kneto4yHoro nmvoonenkosa
(lymphadenia ossium). lMyHKTaT KOCTHOrO MO3-
ra (MMm.)

Menkue numdounaHble KNeTkn ¢ nioTHbIM 6ecCcTpyk-
TYPHBIM XPOMaTMHOM N Y3KOW TEMHO-CUHEN LINTOM-
nasmMon.

Puc . 90. KocTtHomo3roeaa ¢dopma
XPOHNYECKOro B-knetoyHoro numdonerni-
ko3a (lymphadenia ossium). ToT xe npe-
napar (6. yB.).

Cy6cTpaT onyxonv npeacTaBieH OAHOTUMHbI-
MU ﬂl/lMCI)OI/I,EI,HbIMl/I KfieTkaMum C nJIOTHbIM 44~
pom.
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BOJIOCATOKJIETOYHBIN JIENKO3

BonocaTokneTtouyHbll NEeNKO3 — XPOHUYEeCcKoe
numdonponmdbepaTnBHoe 3ab0NeBaHNE, BbIAENEH-
HOe 13 XpoHu4eckoro numdaornerikoda B 1958 r. B
CBSA3M CO cBOeoOpasnemM Mopdonormmn, KNMHNYec-
KOro Te4yeHunsa n TakTukm nedeHusa [1]. 3abonesa-
HVe NpPOTeKaeT C BOBJIEYEHMEM KOCTHOIO MO3ra u
Ccene3eHkn 1 NPOSIBASETCHA UMTOMNEHNEN, CNIeHO-
mMeranveri. OcobeHHOCTbIO 3aboneBaHns ABNSET-
C MPUCYTCTBUE XapakTepHbIX TMMOOUAHBLIX Kie-
TOK C «BOPCUHYaTOl» Mopdosiormen n ocobbim
MMMYHOdEeHOTUNOM [2].

Anupgemunonornsa

BonocaTtokneTo4Hblli Neiko3 coCcTaBasieT npu-
MepHO 2% Bcex Neiko30B. bonbLMHCTBO GOMbHbIX
— ctapuwe 40 neTt, cpenoHuin Bo3pacT 3aboneBLLInX
okono 50 neT, HO BCTpevatoTcs cinydyam 3abonesa-
Hus B Bo3pacte mnaauwe 30 net n ctapwe 80 ner.
My>xunHbl 3a6oneBaloT B 2—5 pas yvalle XeHLIWH
[3].

KnuHnyeckasa kaptuHa

CvMNTOMBI HAYaNbHOWM CTaaUM BONOCATOKNETOU-
HOro nenkosa HecneundunyHbl, Yale Ha GoHe HOp-
MaJsibHOr0 CaMOYyBCTBUS NN YMEPEHHO BbIPAXEH-
HbIX MPM3HAKOB MHTOKCMKauUuM — cnaboctu, noTnm-
BOCTU, CyOdebpunbHON nmxopaakm — 0OHapyxXum-
BaeTcs yBenuyeHue ceneseHku [4]. CnneHomera-
NG BapbUPyeT OT HE3HAYUTESIbHOM A0 FMraHTCKOMN,
npu atom numdaneHonaTum n renatoMerannu B
TUMNYHOM Clly4ae BOJIOCATOK/IETOYHOrO Nenkosa
HeT, ogHako y 15-20% naumeHTOB BCTpevaeTcs
yBenuyeHne abaoMmHanbHbix niumdoysnos[5]. [na
BOJIOCATOK/IETOYHOIO JIENKO3a TUMNYHA Nenkone-
HUSl, HO BbIOENSETCH «BapuaHTHas» dopma C Hop-
MasibHbIM U YBEJIMYEHHbIM KOJIMYECTBOM NIeKo-
umtoB [6]. Ana pa3BepHyTOM cTagum BOJIOCATO-
KNE€TOYHOIrO NIENK03a XapakTepHbl aHEMUSA N TPOM-
6ouuToneHns, HEMTPONeHnsa ¢ NMM@POLIUTO30M,
MoOHouUuTONeHus [7]. B cBa3u ¢ aTum 3abonesaHue
4aCTO NPOSIBASETCS PA3INYHBIMU FTHOMHO-BOCNANN-
TENbHBIMU OCJIOXHEHUSAMU, CKIIOHHBIMU K abcue-
OVPOBAHMUIO U CENTUYECKOMY TeYEeHUIo, 4TO 00yc-
JIOBNIEHHO CHWXEHMEM KONMYeCcTBa HENTPOdUIOB
1 MOHOLIMTOB B KPOBM 1 KOCTHOM Mo3re. Bctpeua-
eTCs onyxosieBast MHOUIbTPaLMS HEKPOBETBOPHbIX
opraHoB (koxa, fierkme, KOCTu), NOSHOCTbIO per-
peccupyowaa Ha GoHe 3PEDEKTUBHOIO NeYeHUs
[8].

Mopdonorusa KneTok npu BoJIOCaToOKJ1€TOu-
HOM neiko3e

LnTonorus

B kpoBu cybcTpaT onyxonu npencTaBieH M-
doumnTamm co ceoeobpasHor mopdonornen — ato
nmMmoouunThl 6oNiee KPYrnHOro pasmMepa, okpyriomn

®OpPMbl, C TOMOrEHHbIM, Pa3peXeHHbIM XpoMaTu-
HOM siapa OKPYrIOM UV OBaIbHOM, pexe 6060Bma-
HOM DOPMbI, C AOBOJILHO LUMPOKON GneaHon uu-
TOnNa3mMon. XapaktepeH HEPOBHbLIN (PeCTOHYaTbIN,
C OTPOCTKamMu, BOPCUHKaMM) Kpan LUUTONIasMbl
(puc. 91). BT0T PeHOMEH BCTpevaeTcs MHoraa B
HeOONbLUONW YaCTU KNeTOoK, MHOraa npemmylle-
CTBEHHO B NMM@oLuMTax KOCTHOro moara. «Bono-
CaTOCTb» — HEPEOKUIA NPU3HaK Npu NIMM@OoLMUTOME
Cene3eHKn, OCTPbIX NIenKo3ax.

MacTonorua

Ha ructonormyeckmx cpesax KOCTHOro Mo3ra u
cene3eHKn onyxosib npeacTas/ieHa pbixXio pacno-
JIOXEHHBIMU  IMMPOUOHBIMU KJIeTKaMn CPeaHUX
pa3MepoB OKpyrion mnu 6060BMOHON HOPMBbI.
MHpUnbTpaumsa KOCTHOroO Mo3ra npm BosiocaTokie-
TO4YHOM JIENKO3€, B OT/INYME OT APYrux GOpM JIiMM-
donponndepaumn, HenaoTHas, pa3pexeHHada, C
XapakTepHON KapTUHOM cBOeobpasHol ceTyaToc-
TW, TaK Kak KNeTkn oTaeNeHbl Apyr OT Apyra LWnpo-
KM 0604KOM umTOonnasmel. B Hauyane 3abonesa-
HUS MHOUAbTPaUUa MOXET OblTb AMPPY3HO-0Ya-
rosoi. o mepe pocTa onyxonu numponaHas nNH-
dunbTpaumna ctaHoButca amddys3Hoin, HapacTaeT
PETUKYIMHOBBLIN GUOPO3 KOCTHOIrO MO3ra, 3/IEMeH-
Tbl HOPMabHOM MMENOUOHON TKaHW U XUP BbITEC-
HATCca (puc. 92, 93). Bcnencrteme BbIpaXXeHHOro
dnbpo3sa NyHKUMS KOCTHOrO MO3ra 4acTo OKasbl-
BaeTCHA HEYOauYHOM («Ccyxas MyHKUUS»).

Punc. 91. BonocaTokneTouHbln nenkos. Jinmdo-
LNTbI Nnepudeprn4eckon Kposm (MMM.).
LinTonnaama KneTok MmeeT HepPOBHbIA KOHTYP, 00YCOoB-
NIeHHbI HaNMNM4YNemM MHOXECTBEHHbIX OCTPOKOHEHYHbIX Bbl-
POCTOB NN BOPCUHOK. ‘r'l,u,pa KNeToK A0BOJIbHO CBETJIblE,
CTPYKTYpa XpomMaTnHa roMmoreHHasi nim ncyepyeHHaqa.
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Puc. 93. Bonocatokne-
TOYHbIV NenKos. ToT Xxe npe-
napart (6. yB.).

JocTatoyHO ogHOpPOAHbLIE MO
pa3mMepam KNeTKU C yMepeHHO
MAOTHbLIM A4000M, OTHOCUTEJIbHO
LUMPOKOW LMTOMIA3MON M OTYET-
NNBbIMU TpaHUamMun, co3gato-
LWNMWN XapaKTepPHbIN PUCYHOK
TKaHW.

B ceneseHke onyxofib pacnofaraeTcs B Kpac-
HOW nynbne, Npu 3Tom 6enas nynbna obbIYHO aT-
podurpoBaHa. ITo Takke OTAMYaeT BOOCATOKIE-
TOYHbIN Nerkos oT apyrmx dopm nnmdaponponnde-
pauun, Ons KOTOPbIX XapakTepHa WUHUNbTpaums
6enon nynbnbl. Onyxonesas MHOUAbLTPAUMA NPU-
BOAMUT K 0Opa3oBaHUIO Tak Ha3blBAEMbIX «KPOBS-
HbIX 03ep», KOTOPble NPeacTaBnsioT coboi pacTa-
HYTble KPOBblO CUHYChI (puc. 94-95). Paamepsbl
«KPOBSIHbIX 03€pP» MHOrAA CTOMb BENWKU, YTO BUA-
Hbl Ha cpe3e cene3eHkn HEBOOPYXXEHHbIM r1a3oM.
B nedyeHun onyxonesas MHPUAbLTPaALMS pacnonara-
€TCS He TONbKO B NOPTasibHbIX TPakTax, HO U B CU-
Hycouaax (puc. 96).

LUuTtoxumus

[narHo3 BonocaTokneTo4HOro nenkosa Heob-
XOAMMO MOATBEPXAATb LLUTOXMMNYECKUM UCCNEAO-

Puc. 92. BonocaTokNeTOYHbIN NENKO3.

f'mcTtonornyecknin cpesa KOCTHOro mMo3ra
(man. yB.).
OnddysHbIn pocT NMMOONAHBLIX KNETOK, Mpak-
TUYECKM MOMHOCTbIO BLITECHSIOLLIMX HOPMaSTbHbIN
KOCTHbIA MO3r 1 xup. OnyxoneBble KNeTKn ne-
XaT paspexeHHo, bnarogaps HanMynio BOKPYT
OMyXONEBbIX KNETOK OMTUYECKM MyCThIX MpPO-
CTPaHCTB PETUKYTMHOBBIX BOJIOKOH KOCTHbI MO3I
npuobpeTaeT cBOe0OpasHbIii «ceTyaTbln» PUCY-
HOK.

BaHVEM NMM@OLMTOB Ha TapTpaT-yCTONYMBYIO KUC-
nyto ¢docdartasy, KoTopas BbiIBNFeTcs B ANddy3-
HOM 1 anddy3HO-rpaHyngapHon Gopme BO BCEX
cny4yaax 3aboneBaHus. IATOT BUA kucnon docda-
Tasbl MOXET BbIABAATLCA U MPU Apyrux nnmdo-
nponudepaTnBHbIX 3ab0neBaHnsaX, O4HAKO BbICO-
Kasi akTMBHOCTb TapTPaT-yCTONYMBON KNCNOon poc-
dartasbl TUNMYHA AJ15 BOJI0OCATOKIETOYHOr O JIEMKO-
3a [9].

UmmyHodeHoTUN

MMMyHOdeHOoTMNMpoBaHE NMMOOLIUTOB KPOBU
M/NAN KOCTHOFO MO3ra SBAsSeTcs 0693aTenbHbIM,
Tak Kak no3BoJsiieT He TOJIbKO NOATBEPAUTL Amar-
HO3 BOJIOCATOK/IETOYHOrO JIENKO3a U OT/IMYUTbL €ro
OT NMMPOLNTOM CENE3EHKUN, HO U BbIAENUTbL BApU-
aHTHYI0 HOpMYy BOJSIOCATOKNETOYHOrO JIerko3a.
NmmyHodeHoTunruposaHne NUM@ONAHbIX KIeTOK
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Puc. 94. BonocaTokneTouHbIN

nenkos. 'mctonormnyecknin cpes ce-
nes3eHku (Man. yB.).
KpacHas nynbna ceneseHkn amdaopysHo
MHOUABTPUPOBaHA OMyXONEBbIMN KNETKa-
MW. BVI)J,HbI XapakTepHble anasg Boaocato-
KJIETOYHOro Jieiko3a MHOXECTBEHHbIE
«KPOBSIHblE 03epa.

Puc. 95. BonocaTokneTo4yHbln
nenkos. Tot xe npenapart (6.
yB.).

OﬂyXOJ‘IeBbIe KNeTKn B cefie3eHke
MeJikme, OOHOTUNHbIE, MMEKOT MJI0T-
Hble agpa. bnarogaps wmpokon un-
TONAa3Me KNETKW Jiexart pas3pekeH-
HO.

Puc. 96. BonocaTtokneTo4HbIN nen-

K03. MMcTonoruyecknin cpes buonTtaTa
ne4eHn (Man. yB.).
XopoLuo BuaHa onyxonesast UHGUNbTpaums
CUHycomaoB (OTMe4YeHo cTpenkammn). Nme-
I0TCS Takxke HeboNbLUNE 0Yary OnyxoneBom
MHOUNBTPALMM HENPaBUIIBHON POPMbI.
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no3BosiseT 0OHAPYXMTb OMyXOJSieBble KAeTKU Mnpu
BOJIOCATOKJIETOYHOM JENKO3€e Aaxe Torga, koraa
Mx cogepXxaHue B KPOBU HE MPEBbILLAET HECKOJIb-
KUX MPOLEHTOB. [1519 BONOCATOK/IETOYHOrO NENKO-
3a XapakTepHbl aKcrnpeccust o0LWmMx B-KNneTouHbIx
MapkepoB C cunbHOWM akcnpeccuen CD19, CD20,
CD22, CD79a, otcyTtcTtBMe akcnpeccuun CDS5,
CD10, CD23, CD43, cneundunyHoi anga Hero aBns-
eTca BblpaxeHHaa akcnpeccua CD11c, CD25,
CD103, FMC7[10]. lMNMpwn nccnenoBaHUM UMMYHO-
deHoTMNa BOJIOCATOK/IETOYHOrO Nieiko3a Oblnun
BbISIBJIEHbI PEAKME BAPUAHTbI C OTCYTCTBMEM 3KCM-
peccun CD25 unmn CD103, a Takxe cnyyam CD10+
BOJIOCATOKNETOYHOro nenkosa[11].

LUuTtoreHeTuka

Kakne-nnbo xapakTepHble LMTOreHeTuyeckme
HapyLueHus, crneumdbunyeckmne anas Boa0CaToKIeTou-
HOro fIeNKo3a, He HangeHbl, TEM HE MeHee, Npu-
mMepHO B 30—-40% cnyyaes BbISBASIOTCS NEPECTPOI-
Kn 5-1 XpOMOCOMbI (TPUCOMUS!, CTPYKTYPHbIE Ne-
pecTporikn 5q) [12]. Takxke BCTpedarTca geneuns
reHa p53 u Tpucomus 12 xpomocomsl [13]. VHTe-
pecHo, YTo B 6OJIbLLON YacTu CNy4yaeB BOJIOCATOK-
JIETOYHOTr O Jleliko3a 0O6HapyXXMBaeTCs rMnepakcn-
peccus umkimHa D1, HO (B oTinyme OT NUM@OMBI
N3 KJIETOK MAQHTUNHOM 30HbI) HE CBA3aHHAadA C TPaHC-
nokauwmen t(11;14)(q13;932) unmn nepectponkamu
reHa BCL-1[13].

CapkomHas TpaHchopmauus.

CapkoMHas TpaHchopmMaLms BOIOCATOKIETON-
HOro nernko3a oTmeyvaeTcsd npumepHo B 5-10%
cnyyaeB. B aToin ¢ase ytpaymsaeTcsa apdekT pa-
Hee OEeNCTBEHHOrO JIeYEHUs, NPOrpeccupyroT aHe-
MUK 1 TPOMOOUMUTOMNEHUS, NOSBNASETCS BblpaXeH-
Hblli NeiikounTo3, a B KPOBU 1 KOCTHOM MO3re 06-
HaPYXMBAKOTCS OMOJIOXXEHHbIE OMyXONEBbIE KIET-

kn (puc. 97-101). BTM M3MEHEHNAM 4aCTO CO-
MyTCTBYIOT NMPOrpeccupytoLlas renatocrnjieHomMmera-
ma n numoaneHonaTtus. NepBbiMU HEPEKO yBe-
MYMBAOTCS 3a6pIOLLHHBIE NMM)OY31bl 1 NUM)O-
y3nbl GptoLHOoi nonoctu. Ouarn onyxonesown npo-
nndepaumm MOoryT rnosiBUTLCH 1 B APYrx paHee He
BOBJIEYEHHbIX OpraHax 1 TKaHuaX.

JleueHune

JleyeHne He06X0AMMO HauYMHaTb C MOMEHTA YC-
TaHOB/IEHUS AMarHo3a BOJIOCATOKIETOYHOro ne-
KO3a, Tak KaKk COBPeMeHHas TakTuka Jie4eHUs no-
3BONSET NojyyaTb OOJIFTOCPOYHbIE PEMUCCUN, HE
TpeobyloLme NoAAEPXMBAIOLLEN Tepannn, a 4ONroe
npomMeLsieHne C Ha4yasioM Jie4eHUs YpeBaTo BbICO-
KM PUCKOM daTasibHbIX MHPEKLIMOHHBIX OCNIOXHE-
HUn [14]. Jo nosBneHus o-nHTepdepoHa u aHa-
JIOroB MypuvHOB MeTOA0M BbiGopa Oblna CriaeHak-
ToMUS. B HacTtogllee BpeMS CMIEHIKTOMUIO MPu
BOJ1I0CATOKJIETOYHOM JIEMKO3€E BbINONHAOT JINLLb MO
MHOVBUAYaNbHBIM NOKa3aHUAM (HenepeHoCUMOCTb
OpYyrux BUOOB NeYeHus, MOos9B/IEHNEe 04aroB cap-
KOMHOrO pocTa B ceneseHke v 1.1.)[15]. HauynHatb
JleyeHune BoJIocaToK/1IeTOYHOr O Ieiko3a Heobxoam-
MO C NpenapaTtoB o-UHTEPdEPOHA, KOTOPbLIN He
npMBOAUT B OOJNBbLUMHCTBE CJ/ly4aeB K MOJSIHOW pe-
MUCCUN, 3aTO MO3BOJISET NOCTEMNEHHO 3HAYUTESb-
HO COKpPAaTUTb OMyXONEBYIO NHPUNLTPALMIO B KOCT-
HOM MO3re 1 ceneseHke 1 40CTUYb HopMannsauum
WJIN CYLLLECTBEHHOI O YIy4LLIEHUS rnokKasaTesen Kpo-
Bu [16]. Takum o6pasom, ncyesaeTt noysa anas UH-
GEKUNOHHBIX OCIOXHEHU N 3HAYNTESIbBHO YMEHb-
LIaeTcs PUCK Pa3BUTUA arpaHyioumMTo3a npu noc-
negywowen xmMmmotepanum. BaxHO TO, Y4TO O-UH-
TepdEPOH MOXHO U HYXKHO NPUMEHEHATL Ha (POHE
BOCMNaNUTENbHbIX MHOEKLUVUOHHBLIX OCJIOXHEHWUNA.
[Mocne JoCTUXeHUs YaCTUYHOM peMmnccumn Ha poHe

Puc. 97. BonocatokneTo4HbIN Nenko3
B CTagun CapkKOMHOW TpaHcdhopmaunm.
CapKOMHbIE KNIETKN B NMyHKTATe€ KOCTHOrO
Mo3ra (MMMm.).
CocTtaB onyxonum B KOCTHOM MO3re MnoanMop-
deH. Onyxonb NpeacTaBneHa KNeTkamm ¢ BO-
JIOKHUCTbIM XpOMaTUHOM [1], a TakKe KpynHbI-
MUV aTUMUYHBIMU KNETKaMn ¢ 61acTHOM CTPyK-
TYpOIi XpOMaTMHa M MHOXECTBEHHBIMU YPO.-
NMBbIMU siapbikamu [2—-4]. Hannyne atux kne-
TOK CBUOETENLCTBYET O CAPKOMHOWM TpaHchop-
MauuK1 BONOCATOKNETOYHOr O NIENKO3a.
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Puc. 98. BonocaTtokneTouHbIn nenkos
B CTaguu CapkKOMHOWM TpaHchopmMaumun.
[ncTonornyecknii cpe3 KOCTHOro mMosra
(6. yB.).
BbipaxeH nonmmopdmnam onyxoneBbIX KNeTok,
BUOHbI KPYMHbIE aTUMM4YHbIE KJIETKU C MHOXEe-
CTBEHHbIMU A4pbILLKaAMWN Henpasmanoﬁ CbOp-
Mbl (OTMEY€EHbI CTpenkamu).

Puc. 99. BonocaTtokneTouHbll Nenkos
B CTagMm CapkOMHOW TpaHchopmauun.
ToT e npenapart (6. yB.).
B aTtom none 3PeHNd NMOMNUMO KPYIMHbIX aTn-
MUYHBIX KJTIETOK O CaPKOMHOM TpaHchopmaumm
CBMOETEeNIbCTBYIOT MHOIMO4YnNC/eHHble MUTO3bI
(oTMeueHbl cTpenkamm).

7 o

Rl

Puc. 100. BonocaTokneTo4HbIN
Neiko3 B CTagmm CapkOMHOM TpaHC-
dopmaumn. 3aMOpPOXEHHbIN cpe3 Tka-
HW ceneseHkn (man. yB.).

Ha doHe menkokneTo4yHom nHbuneTpaumun
B NapeHxmnMe cenie3eHKn BunaeH o4ar Kpyn-
HbIX KJ1€TOK.
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NPYMEHEHMS NPenapaToB o.-MHTepdEepoHa NPoBo-
OUTCSA BTOPOW 3Tan NevyeHns — uuTocTaTtukaMmm —
aHasoraMmy NypuHoB (KnagpubuH unn neHtTocTta-
TVH). Haw gecatuneTHwuii onbIT nedeHms 150 60sb-
HbIX BOJIOCATOK/IETOYHbIM ieiko3oM, 120 n3 koTto-
pbIX NOAYYUIN KOMOUHNPOBAHHOE NeYeHne o.-UH-
TepdpepoHOM C nocnenyLwmnmMm NPUMEHEHNEM He-
OEenbHOro Kypca knagpubuHa, nokasasn, 4To npwu
3TOM OOCTUraeTcs AMTeNbHasa NnosiHas PeMuccus
y 80% OO0NbHbIX N CTOMKaA YacTUYHAA PEMUCCUS,
He Tpebyiollaa nogaepxveaioLlen Tepanum, y 18%
6onbHbIX [17]. Takum oBpa3om, Tepanusa aHanora-
MU nypuHoB B 98% cnyyaeB 3abosieBaHUs No3Bo-
NFeT A0CTUYb OJIMTENBHOM peMmnccumn, He Tpebyio-

Puc. 101. BonocaTtoknetou-
HbI NeKo3 B CTaAuN CapKOM-
HOWM TpaHcdopmMaumn. 3amMopo-
>KEHHbIV CPE3 TKaHU CEeNIe3EeHKMN
(6. yB.).

OI'InyJ'IeBbIe KJIETKN B Oo4are mmMme-
IOT CBETJIble 9440a, MHOXXEeCTBEHHbIE
A0PbILLIKNA.

wen nogaepxmeatrowero nedenus [8, 19]. MeHee
YYBCTBUTEJIbHBI K IEYEHUIO OOMbHbIE C MACCUBHOM
abpoomMunHanbHo numdaneHonaTuUen n ¢ BapuaHT-
HOM (POPMOI1 BO1IOCATOKIIETOYHOIO Nieliko3a (C nen-
koumTo3om). MNpu passuTnK peumanea 3abonesa-
HUS (B cpeoHeM 4yepes 5-7 neT nocrne nposeneHuns
Kypca xumMmoTepanum KnagpubuHom mamM neHToc-
TaTUHOM) MOBTOPHOE JiIeYEeHUE MO TOW Xe CXeme
Takxe apPekTnBHO. MNMpu nevyeHnn peppakTepHbIX
1 TPaHCHOPMUPOBAHHbLIX B CapkoMy HOpPM BOJIO-
CaTOKJIETOYHOr O JIENKO3a MCMOb3YIOTCA MOHOK0-
HanbHble aHTUTEenNa (aHTM-CD20, aHTn-CD22, aHTn-
CD25), ogHako B LenoM 3TO Nnoka sBNSeTCsa Hepe-
LUEHHOW NpoBnemori.
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MMAPAITPOTEMHEMHUYECKHE I'EMOBJIACTO3bI

MuenomHasa 6one3Hb
(MHOXeEcTBeHHasa muenoma)

MuenomHas 6051€3Hb (MHOXECTBEHHAs MUENO-
mMa, 6one3Hb Pyctuukoro-Kanepa) — B-knetoyHoe
nnmdponponndepaTtmBHoe 3aboneBaHne, Mopdo-
JIOrM4YecknM cybCcTpaTomM KOTOPOro SBASOTCS Kio-
HaslbHble Ma3MaTuyeckme KNeTKu, npoayumnpyto-
LME MOHOKJIOHaNbHbIN MMMyHOrnooynuH (IgG, I1gA,
IgD, IgE) n nerkmne uenun (xA). BnepBble TepMUH
«MHOXECTBEeHHas mmenoma» npegnoxeH J. Rustizky
B 1873 r., a B 1889 r. aTo 3ab6oneBaHune 6bI10 ONK-
caHo Otto Kahler [1].

OT1a onyxosib BCTPeYaeTCcs NPenMyLLLECTBEHHO Y
NOXWIbIX: CPeaHN BO3pacT 3ab0NeBLLINX MYXHUMH
cocTaBnsieT 68 neT, XeHwmH — 70 neT. MyX4uHbl 1
XEHLMHbI 60NET C 0AMHAKOBOW YacToToW. BeTpe-
yaemocTb B nonynaumn — 3-4 cnydas Ha 100 Tbl-
CS14 HacesneHns B rog.

HecmoTps Ha nNpuHaONEeXxXHOCTb MUESTIOMHOW
6one3Hn K HOBOOOpa3oBaHUAM NUM@ATUHECKON
CUCTEMbI, PacnpoCTPaHeHNe onyxoam B NIMMdoy3-
Jibl HexapakTepHo. CKOMIeHNS OMyxoJsieBbIE KIETOK
HaXoAATCS MPENMYLLLIECTBEHHO B KOCTHOM MO3re,
JMLWb B PEeOKUX Ciyvasx odaru niasmokieToqyHOM
nponudepaummn obHapyXunBatoTCsa B Cene3eHke 1
neyeHun. Yaulie Bcero nopaxatoTcs KOCTU, COaep-
Xalme nesTenbHbI KOCTHbINA MO3I: MO3BOHKMU, pebd-
pa, KOCTU CBOJA Yepena, Ta3oBble U OepeHHble, a
Takke ka4ymubl v nonatku. MNponudepauuna ony-
XOJIEBbIX KJIETOK 0OYyCNoBNAMBaeT MnosBieHne 60-
Nien B KOCTHX (occanrmm), 0OCTeonopo3, 0CTeE0NN3,
LMTOMNEHUIO (MPENMYLLLIECTBEHHO aHEMUIO) U rUnNep-
Kanbumemuto. PaspylieHne KocTen npuBoauT K
naTosorM4eckmMmM nepesoMmam, B YHaCTHOCTU, K KOM-
NPECCMOHHbLIM MepesioMaM MO3BOHKOB, KOTOPbIE
MOTYT OCJIOXKHUTLCS HUXXHUM Napanape3om. Teye-
HVWE MUENIOMHOIM BONEe3HN MOXET COMPOBOXAATb-
cs nonuHenponatuei (06ycnoBneHHOM npoLecca-
MU OEMUENTMHN3ALMN B CBA3U C HaJIMYMEM aHTU-
TeN NPOTUB MUESIMH-ACCOLUUMPOBAHHOIO INKOM-
poTenHa), No4YeYHOM HeaOCTATOYHOCTbIO (MUENOM-
Has noyka, amMuionao3).

Y 99% 605bHbIX B CbIBOPOTKE KPOBU WU/UIN B
Mo4ye 0OHapyXnBaeTCss MOHOKJIOHabHbIA Benok
(M-rpagmeHT), B 1% cny4aeB cekpeuuns OTCyTCTBY-
eT. B 3aBMCMMOCTM OT Kflacca BbipabaTbiBaeMOro
VMMYHOTI00yNMHa BbIAENSIOTCS cneayouwme nMm-
MYHOXMMUWYECKNE BAPUAHTbI MUENOMHOM BONEe3HN:
IgG (>60% cnyyaeB), IgA (20-25% cnydaes), IgD
n IgM, cooTBeTcTBEHHO, 1% 1 0,5% cnyyaes. Y 10—
15% 60NbHbIX BbIABNSETCS TOJIbKO 6enok beHc-
I>xoHca (nerkve uenu MMMYHOr00yMHOB, Yalle
— k-tuna). B 1-2% cny4aeB npoayumpyeTca Osa

MOHOKJ/IOHaNbHbIX 6enka («ObuknoHanbHas» ony-
xonb). Y psiga 60/bHbIX UMEeTCs Tak Ha3blBaemast
«Tnelowas MmenomMa», Kotopasl xapakTrepuayeTcs
OJVNTENbHBIM (MHOrAa MHOMONETHMUM) CTabUIbHBIM
TeyeHnem 6e3 NpM3HaKOB HapacTaHMs OMNyXoneBomn
Macchbl (occanrun, UMTONeHUN, NOBbLILLEHUS YPOB-
HSl CbIBOPOTOYHOIO U/MNN MOYEBOro napanpoTen-
Ha).

CapkomHas TpaHchopMaLums pas3BMBaeTCS NMLLb
B HEDO0JIbLLIOM NPOLIEHTE Cly4YaeB, TpaHchopMaLms
B OCTPbIN Nna3dmMobnacTHbIN Nenko3 bGbiBaeT Kpawi-
He penko.

MoHokNnoOHanbHaa cekpeumns obycnoBnvBaeT
TakMe NposiBNieHUs 3aboneBaHus, Kak CUHOPOM
NMOBbLILLUEHHOM BSA3KOCTM U XPOHMYEcKas novyeyHas
He[o0CTaTOYHOCTb. [MapanpoTenHeMus 0O6bIYHO CO-
NPOBOXAAETCH BblPAXXEHHbIM CHUXEHNEM NPOoayK-
U1 HOPMasibHbIX MMMYHOIN00YIMHOB 1 MNOBbILLE-
HUEM BOCTMPUNUMYMBOCTU K MHDEKLINSAM.

Knacc n tnn cekpetupyemMbix MUENOMHbIMU
KkneTkamu g onpenenstoT UMMYHOXUMUYECKWIA Ba-
puaHT 3aboneBaHus. CornacHo MMMYHOXUMUYEC-
KOW knaccuukauum BblOeNSOT NATb OCHOBHbIX
(Hamnbonee YyacTo BcTpevaoLmxcs) GopM MHOXe-
cTBeHHOV muenowmsl: IgG, IgA, IgD, IgE n BeHc-
JI>XOHca.

AnarHo3 MruenomHol 60n1e3Hn cumTaeTcs a0c-
TOBEPHbLIM MPU HANNMYMM B MyHKTATE KOCTHOrO MO3ra
6onee 10% nnasmaTn4eckux KNeTok (YaLue aTmnmy-
HbIX UAN «MUENOMHbIX», (puc. 102-104) n napa-
npoTeMHeMnn u/unm npotenHypnn beHc-I>xoHca
[2, 3, 4]. MNMockonbky nponndepauns onyxoneBbiX
KNeToK Npu MMeNIoOMHON 60ne3Hn ObiBaeT He TOJb-
KO AnddY3HON, HO U 04aroBOW, OAHOW MYyHKUUM
KOCTHOIro Mo3ra gjisi NoCTaHOBKM AuarHo3a MoXeT
oKasaTbCsl HeJOCTaTO4YHO.

Mopdonornsa nnazmaTnyeckmx KieTok: KIeTku
C MJIOTHBIM NbIBYATLIM XPOMAaTUHOM N SKCUEHTPUY-
HbIM pacrnosioXxeHnem sapa, 6a3oPusibHON UMTON-
na3Momn, NepuHyKeapHON 30HOM MPOCBETAEHUS.
Mpn MnenomMmHom 60NE3HN 3TU KNIETKU UMEIOT pas-
Nn4yHyio dGopMy M pasmepsbl, uMTonaasMma MoxeT
ObITb BakyosM3npoBaHa. BcTpeyaloTes OpysaepHble
kneTkn (puc.106).

UmmyHOeHOTUN n xapaktepHble reHeTu-
Yyeckue HapyweHus [3, 4].

B GonblUMHCTBE Cly4yaeB MUENIOMHbIE KJIETKU
KoakcnpeccupyloT aHTuredol CD138, CD38 un
CD79a, B 10 Xe Bpema CD19 n CD20 Ha Hux OT-
CYTCTBYIOT. KpOME TOro MWENOMHbIe KNeTKM, Kak
npasuno, KOdKcnpeccupyoT aHTuredol CD56/
CD58. B npouecce nporpeccmpoBaHug NosaBaseT-
ca 1 HapacTaeT akcnpeccus anturena CD28. MNMpu-
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Puc. 103. Ma3ok KOCTHOro mo3sra
(mMm.).
AHanornyHas KapTunHa, o6pau.|,aeT BHUMaA-
HMe Hann4yme KpynHbiX, LLeHTPpasIbHO pacno-
NO>XXEeHHbIX a4pblLUek.

Puc. 102. Ma3ok KOCTHOro mosra (MMmm.).
MuenomMHble KNeTKn C XapakTepPHbIM 3KCLEHTPUY-
HbIM pacnosioXxeHnem aaep.

Puc. 104. Ma3ok KOCTHOro
Mo3ra (MMMm.).
MHorosinepHas MMeIoMHas KeTka B
OKPY>XEHUN HOPMASbHBIX 3/1IEMEHTOB
KOCTHOIr0 MO3ra, cpeay KoTopbIX BU-
OEH OKCUDWIBHBI 3PUTPOKAPUOLNT
(OTMEeYeH CTpenKkom).
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Puc. 106. ToTt xe npenapart (6.
yB.).
BuaHbI KpyrnHble, YaCcTbio ABYSOEPHbIE
MUEJSIOMHbIE KJIETKWN C OKPYrJibIMU
a4pamMu, PacrosioXXeHHbIMU 3KCLIEeH-
TPUYHO. L|,VITOI'IJ'Ia3Ma MUEJTOMHbIX
KNeToK wupokas, 6azodunbHas. B
A4pax HEKOTOPbIX KNETOK NpocMaTpu-
BalOTCH KPYMHbIE OKPYrible A4pblL-
KW.

MEPHO Yy TpeTn BONbHbLIX C NpU3HakamMu nporpec-
CUPOBaHWs OMyx0Jn BbISIBNSIETCS MMNEP3KCNpPeccus
umknuHa D1. B peakmx cnyyasax MUEsIOMHbIE KIeT-
K1 HECYT MUENOMOHOLMTaPHbIE Mapkepbl. Henas-
HO Y BO0JIbHbIX MNUEJIOMHOM 60ne3Hblo Obina obHa-
pyxeHa Hebonblias (<5%) nonynaums UMMyHOJ10-
rnyecku 3penbix B-knetok CD138-, npuHaanexa-
LKMX K TOMY X€ KJIOHY, YTO U MUENOMHbIE. ABTOPbI
nonararoT, 4TO 3TU KJIEeTKU SBASIOTCS POAOHaYaNb-
HbIMW KneTkamu muenombl (Matsui, 2003).

C nomoluplo GNI0OPECLIEHTHON rndbpuansaumnmn
in situ (FISH) CTpyKkTypHblE 1 KONIMYECTBEHHbIE HA-
pyLUEHNs XPOMOCOMHOIro Habopa obHapyXuBatoT-
ca B 20-60% BnepBble BbISBAEHHbLIX Cly4YaeB 3a-
6oneBaHus, a Ha CTagun NPOrpeccMpoBaHns ony-
xonn — B 60-70% cny4aeB. H1 ooHO 13 3TuX Hapy-
LWIEHNIN He 9BNgeTcs crneum@PuyHbiM aag MUeNom-

Puc. 105. T'mcTonornyec-

KN Cpe3 KPOLLKN KOCTHOIro
Mo3ra (man. yB.).
Cpeaou octatkoB nonmmdop-
HOKETOYHOro KOCTHOrO Mo3ra
BUAHbI KPYMHblE CKOMEHUs
MUESTOMHBIX KJIETOK (OTMEYeEHbI
cTpenkamm).

HoOl 6one3Hn. IameHeHns KapnoTuna valile BCero
BblpaXxatoTca B TpaHcnokaumax (t)14932, aHoma-
nnax 13qg, moHocomumn 13 nnn pgeneumn 13q, ne-
pecTtporike 11913, TpaHcnokauyuax (t) 11;14 un
q13;932, neneunn 17p. Cambli HeGNAroNPUATHLIN
NMPOrHOCTUYECKNIA KapuoTun — MOHOcoMuA no 13-
1 xpomocome, paeneumsa 13q, nepectporika 11913
[5]. TpaHcnokauus t(11;14)(14932) ¢ runepakcn-
peccuen unknnHa D1 BcTpeyaeTcs npumepHo B 5%
cny4yaeB MUENOMHON 0©0Ne3HU, NPOrHOCTUYECKM
6onee GnaronpuaTHa (0COOEHHO NPV NHTEHCUBHOM
nevyeHnn).

O6wue nNpuHLNNbI 1e4eHus

C yyeToM 0COBEHHOCTEeN MMUESIOMHON Bone3Hn
Jle4eHne HOCUT KOMIJIEKCHbIN XapakTep. Hapsaay ¢
COOCTBEHHO MPOTUBOOMYXOJIEBOM Tepanuen (Kyp-
Cbl IOAMXUMKUOTEPANUKN No nporpammMmam MP, M-2,
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VAD, ny4eBasa Tepanus) LWWPOKO MPUMEHSIOTCS
opToneanyeckne NpuemMsbl, Xmpyprmuyeckne Boccra-
HOBUTESIbHbIE OMNepaLnu, a Takke MeponpuaTmug no
YCTPAHEHMIO 1 NPeaynpexXaeHnio MeTabonmyeckmnx
HapyLLUEHU 1 NPOSBNEHUI BTOPUYHOIO UMMYHOEe-
dunumTa. B oTCYTCTBME KIIMHUYECKOW CUMITOMATU-
KW, LMTOMEHNUU N HOPMANbHOM OYHKLMN NOYEK Ne-
YyeHVe He Ha4ymMHatoT. B HacTogLee BpeMs LLUMPOKO
NPUMEHSIIOT MHIMOUTOP NPOTEOCOM — BopTe3oMMNO
(Benkenn). MNokazaHnem kK Hayany nPOTUBOOMYXO-
JNIEBOW Tepanuu Cnyxar BblLLenepeyncrieHHble Npu-
3HaKM HapacTaHus OMnyxoJieBOW Macchl. Bbibop
MeTo4a NevyeHns MMeIoMHOM BoNe3Hn onpenens-
eTca ctaaueli 3aboneeaHns, AaHHBIMU LUUTOreHe-
TUYECKOro UCCNefoBaHus, a Takxke XxapakTepom u
TAXKECTbIO UMEIOLLIMXCS OCNOXHEeHW [3, 6].
BosbHBIM, Y KOTOPbLIX OTCYTCTBYIOT COMaTU4eC-
KMe HapyLlleHus, NpoBOAUTCS ABYX3TarnHasi BbICO-

Kofos3Haga NXT ¢ ayTtoTpaHcnaaHTauuen CTBOJIO-
BbIX KJIETOK Nepndepuyeckon KpoBu.

MuenomHasa 60se3Hb B CTagun CapkOMHOWM
TpaHchopmauun

Xapakrtepuctnka arana 3aboneBauns. O6-
Liee cocTosiHMe BO0JIbHbIX Pe3ko yxyallaeTcs, Ha-
pacTaeT noxygaHue, nosgBAgeTCcs NOTAMBOCTb U
nmxopagka 6e3 onpeneneHHbIX 04aroB MHPEKUUN.
OTmeyaeTCsd YCKOPEHHbIA POCT OMYyXOJiM B KakOM-
nmbo ee oyare, Npu 3TOM CaM o4yar CTaHOBMUTCS
NJOTHbIM. XapakTepHO npopacTaHne Oornyxonu B
MArkmMe TKaHu, NosiB/leHMe MeTacTa3oB BO BHYTPEH-
HVE OpraHbl 1 MO3roBble 000M04YKK, a TaKKe Hapa-
cTalowasa umtoneHuns. N'pybo meHaeTcs mopdono-
1S ONyXoJseBbIX KIETOK, HEPEAKO C Pa3BUTUEM Bbl-
paxeHHoro noanmopdusma (puc. 145-2). NHoraa
TpaHchopMauus NPOSIBASETCA NpeKpaLLleHneM Cek-
peum MOHOKoHaNbHOro 6eska.

Puc. 107. MNMyHKTAT MArKoTKAHHOro 06pasoBaHUs (MMM.).
Ha cepuu CHUMKOB NpeacTaBfeHbl aTUMUYHBIE KNETKU, NMOJTyYEHHbIE NMPY MYHKUMN MArKOTKaHHOro 06pa3oBaHns y 60J1b-
HOrO C MUESIOMHOI 60M1e3HbI0 B CTaAMM CapkOMHOM TpaHchopMaumn.
MpencTaBneHHbIV cayyan NNNiCcTPUPYeT KPaMHIOK CTENEeHb aHarnia3mm OnyxoneBblX KNeTok (Cpeau KNneTok npakTnyec-
KW HEeT ABYX OOMHAKOBbIX, MMEIOTCS MMraHTCKMe, B TOM 4MCie U MHOrosaepHble GOpMbl; PE3KO BbIPAXEH aTUMN3M
A0PLILLKOBOro annapara). XpomMaTtuH OTOENbHbIX KNETOK UMeeT 61acTHYI0 CTPYKTYPY).
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JinmdbonnasmMouuTapHbIii JIENKO3
(makpornoo6ynmHemusa BanbgeHcTpema)
XpoHuyecknin cybnenkeMmmiecknii B-kneTouHbli

nmMMoponerkos, MopdoIorm4eckn NPeacTaBeHHbIN
nmMmdouuTamm, NnasmMoumTaMmm N BCEMU Nepexosl-
HbIMU pOpMaMn KINETOK U XapakTepu3yloLninca
npoaykumen PIgM. [1]. OTmevyaeTca ymepeHHbIn
nmMmdaTrnyecknii nenkounTos. KnmHunyeckas kapTtu-
Ha, xapakTep numMmdageHonaTum, opraHonarTosorng
— aHaJIorn4YHbl TakOBbIM MPU NPOrpeccupytoLLen
dopme xpoHuyeckoro nmmdonenkosa. EaqnHcTBeH-
HO€ OT/IMYME COCTOMUT B CeKpeLmn MOHOK/IOHASb-
HOroO MMMYyHornobynuHa IgM.

OT1y 6onesHb Briepsbie B 1944 r onvcan wBen-
cknii Bpay AH BanbaoeHctpem. B Hawel cTpaHe
nepeble coobLeHns o 6onesHu npuHaanexat M.C.
OynbumHy 1 10.W. Jlopue (1958 r.) [2].

[Mpy MoOHOKIOHaNbHOWM cekpeunn IgM BO3MOX-
HO pasBuUTUE CUHAPOMA MOBbLILIEHHOW BA3KOCTU
KPOBW, HEBPOJIOTMYECKOM CUMMTOMATUKN.

MakpornobynuHemus BanbaeHcTpema BcTpeya-
eTCs 0O4eHb pelKo — nokasaTesib 3a601eBaeMocTu
MyxuumH 0,34; xeHwmH — 0,17 Ha 100 000 Hacene-
Hus B rog. CpenHuin Bo3pacT 63 roaa.

[MepBbIMY 1 BeAyLLMMU NPOSBIEHUSIMU ABJISIIOT-
CS CUHAPOM MOBBILLEHHOW BA3KOCTU U remopparu-

4eCKkUn CUHOPOM. B KpOBM — yMepeHHbIl nnmMmda-
Tnyeckmin nerikounTto3s (puc. 108), nocteneHHo pas-
BMBaeTcsa aHemua, POD MOXET yBenmymBaTbCs 00
30 Mm/yac. B uenom, knnHu4yeckas kaptTuHa on-
penenserca nenkeMn4eckor NMM@OnaHon npo-
nndepauyen B KOCTHOM mo3dre (puc. 109-111),
neyeHu, ceneseHke, nMMpaTnyeckmx ysnax n Ha-
vymnem B cbiBOpoTke KpoBu PIgM 1 Hepepnko 6en-
ka BJ B moue [3].

XapakrepHblie reHeTuyeckue HapyLieHus

Mpn mMakpornobynmHemmun BanbpoeHcTpema u
npu Apyrux 3penokieTOYHbIX ONyXOssxX C N1a3mMok-
NeTo4YHOM AnddepeHLMPOBKON NPUMEPHO B NOJIO-
BUHE C/ly4aeB akTMBUPOBaH reH PAX-5 Ha 9-11 xpo-
MOCOMe, Koaupylowmii 6enoK, KOTopblii SBAsSeTCS
crneundunyHbiM akTMBaTopoM B-numopounTtoB. Ak-
TnBauma PAX-5 npoucxoamt nubo B pesynbraTe
nepecTporiki reHa, NMbo BcneacTBmMe TpaHcnoka-
umn t(9;14)(p13;932), Gnarogapsa KOTOpon reH PAX-
5 cnmBaeTcs C reHoM, KOAMPYIOLLVM TsXKesble Lenm
MMMyHOrnobynunHos [4].

O6wue npuHUMNbl se4eHns nuMmdonnasmo-
LIMTAPHOrO Nerko3a aHanorm4Hbl TakOBbIM NP NPO-
rpeccupytowen GopmMme XpoHM4ECKOro nnmaoonen-
KO3a [5]. [pu NOBbILLEHHOW BA3KOCTN MPUMEHSET-
ca nnasmadepes.

Puc. 108. Masok kpoBu (MMM.).

Y paHHOro 60MbLHOrO0 B KPOBM MMEIOTCHA BCE
nepexogHble GOpPMbI OMyX0NeBbIX KNEeTOK — OT
MOpPdONoOrnyeckn 3pesnbix Mm@ onIasMmoumnToB
(BepxHUI paa) K 6nactam (HWKHWIA pag). Odu-
ameTp Mopdonornyeckn 3penbix numdaonnas-
MOLIMTOB paBeH NpuMepHo 12 MkM, umMtonnas-
Ma cuHeBaTo-dunonetToBasd 6e3 OTY4ETIMBOIO
NnepyHyKIeapHoOro npoceeTneHns n 6es3 3ep-
HUCTOCTU. FA4PO MMeeT BCe 4epTbl 3pesion
KNeTKM C rnblb4yaTol CTPYKTYPOM XpomMaTuHa
(No TNy «rop M OOAWH»), pacnonaraeTcs 9K-
CLEHTPUYHO.

B npencrasneHHOM cnyvyae Hanmyue onyxone-
BbIX KNETOK C B/1aCTHOWM CTPYKTYpPOW XxpomaTtu-
Ha 1 Pa3HOBENNKMMW SAPbILLKAMWU HEMPaBUIIb-
HOM (pOpMbl CBUAETENBLCTBYET O NPoOn3oLes-
Len capkoOMHOM TpaHchopmMaumn.



JlnmeornnasmounTapHbIv J1eHKOo3

103

Puc. 110. T'mcTonornyecknii cpes
KOCTHOrO Mo3ara (masn. yB.).
KOCTHbI MO3I rmnepnna3npoBaH, Onyxo-
nesasi MHGUIbTPaUUA HOCUT ANDOY3HbIN
xapakTep.

Punc. 109. Ma3ok KocTHOro
mMo3zra (MMm.).
CocTaB 0nyxonu noanMopdHbIi:
Hapsay ¢ 0AHOSAEPHBIMY MOPdO-
Nornyeckun 3pensiMy numdonnias-
MOLMTaMMn B KOCTHOM MO3re npu-
CYTCTBYIOT aTUMUYHbIE KNETKN C
6nacTHOW CTPYKTYpOI XpoMaTmHa
1 KPYMHbIMW, HENPaBUIbHON Hop-
Mbl SAPbILLKAMN.
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Puc. 111. 'mcTtonornyeckuin cpes
KOCTHOro mo3ara (0. yB.).
‘Flp,pa onyxonesBblX KNEeToK NJ0THbIe, Me-
10T HenpaswubHYO GOpPMy, 4YacTo pacno-
naraloTcd 3KCUEeHTPUYHO, uuMTonaasma
LLUMpoKad.



