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llumoxumus

Peakiiust pu BbISIBIEHUM aKTUBHOCTH KHUC-
Joit hocarasbl B iumdonurax nepudepuydec-
KOIi KPOBM M KOCTHOTO Mo3ra 601bHbIX B-XJ1J1
nonMopdHast — oT ¢1adoit tudQy3Hoit oKpac-
KA LMTOIUIa3Mbl 10 CJIMBHOM TPAHYJISPHOM
B IMMMOLIUTAX C MPU3HAKAMM I1J1a3MaTU3aLIMH.
[TomoGHBII Xe XapakTep OTJIOXEeHUsI KOHeu-
HBIX TNPOAYKTOB DPEaKLMW OTMEYaeTcs Mpu
OTpeIeIeHN aKTUBHOCTH IPYTUX JTM30COMATb-
HBIX (DEPMEHTOB — HecrelbuIeckoii o-Had-
TUJIalleTaT3CTepasbl M KUCTIOM Hecniennbuyec-
KoM acTepasbl. Pe3yabraThl IUTOXUMHUYECKUX
peaxiii mpu BbISIBIEHUU aKTUBHOCTH YKa3aH-
HBIX (DePMEHTOB, a TaKXe P-TIIOKYPOHWIA3bI
no3BosstioT nuddepenmmrponats B-XJ1JI u Bo-
JIOCAaTOKJIETOUHBIN Jeiiko3, B-XJIJI u B-mpo-
JumbouuTtapHblii seiikos, B-XJIJI u T-npo-
JUMQOLIMTApHBIN JIeiKo3 (puc. 3).

Puc. 3. Peakums Ha kucnyio pocdarasy B
naronoruyeckmx knerkax npwm B-XJJ

Oco6oe Baumanue npu B-XJLJ1 mpuBnexkaior
NaHHbIe, TIOJYYEHHBIE C HCIOJIb30BAHUEM
PAS-peaxiuu. Kak mpaBuiio, B G0JbIIMHCTBE
JUMGOLIUTOB NeprdeprIecKoit KpoBU U KOCT-
HOTO MO3ra OTMEUaeTcss YyBCTBHUTEIbHAS
K aMuJ1a3e MOoN0XKUTEIbHAs Peakiivs ¢ HaTUIu-
€M MHOTOYMCJEHHBIX KPYIHbIX UM CPEIHErO
pa3Mepa rpaHy/1 IMKOreHa Ha )oHe HeoKpa-
IIeHHOM 1uToIua3Mel. Ipanynspaas PAS-pe-
aKI1s xapakTepHa He TojbKo st B-XJLJI, ona
HabmoaeTcss B CyOCTpaTHBIX KJIE€TKax W Mpu
psiie apyrux auMdornponmdepaTuBHbIX 3200J1e-
Banuii (OJ1J1, HekoTophIX (hopMax HEXOMKKIH-
ckux JuMpom, aumdboMe XomKKMHA) U
B OyacTTpaHc(hOpPMHUPOBAHHBIX JTUMOOIINTAX.
C nomoOHBIM pacmpene/ieHeM TIMKOTeHa ac-
COLIMMPYETCS TOBBIIIEHHAS! aKTUBHOCTb B JIUM-
douutax GonpHbIX B-XJIJI dochopunazer —
OJHOTO U3 (DEPMEHTOB, YUACTBYIOILIMX B CUHTE-
3e nonucaxapuaa (puc. 4).
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Puc. 4. TpanynspHas PAS-peakums B Knetkax
naronoruyeckoro knoHa npu B-XJ1

HMMyHodieRomun

Knerku ipu B-XJ1J1 akcnpeccupyior accorm-
HMpOBaHHbIE C B-mumdonmramMu aHTUTEHBI
CD19, CD20, CD24, CD79a. Okcripeccust aHTH-
reHa CD20 BbIpaxkeHa ciabee, YeM Ha HOpMaJlb-
HbIX B-xetkax. Ha moBepxHOCTHBIX MeMOpaHax
JIeKeMUYECKHX KJIETOK, KaK IPaBMJIO, BBISIBIIS-
ercsa IgM, menee yacto — IgM u IgD u uckimo-
yutesnbHO penko — IgD. Peakiwst ipu BeisiBie-
HUM TIOBEPXHOCTHBIX MMMYHOIJIOOYJIMHOB TIPU

B-XJIJI BeIpaxkeHa cnadee, 4eM Ha HOpMaTbHbBIX
B-numdonurax kposu. Ha moBepXHOCTHBIX
MeMOpaHax KJIETOK IIMPKYJIMPYIOIeil B KpOBU
MOHOKJIOHOBOM TOMYJISIMU  OTPeAeseTCs
TOJIbKO OJIMH TUII JIETKUX LIETIeii IMMYHOTJIO0Y-
JIMHOB — K WJTH A. Y HEKOTOPBIX OOJTbHBIX TSIKE-
JIble W JIETKUE 1€ UMMYHOTJIOO0YIMHOB TOTO
Xe Kjacca (IMOATUIIA) MOTYT BBISIBISTHCS U
B IIUTOITIa3Me KJIETOK (TabJ1. 3). XapakTepHbIM
M JOCTaTOYHO CHEeUUDUIECKUM TPU3HAKOM
kietok npu B-XJ1JI siBasieTcst criocoOHOCTD 00-
Pa30BbIBATH PO3ETKH C IPUTPOLIUTAMU MBILIEH.
Dta peakiysi HepeaKo ucrnonb3yercs B aubde-
peHuuanbHoi mrarHoctrke B-XJIJT u B-mmam-
oLMTapHbIX HEXOMKKMHCKUX JTUM(OM B CTa-
ouu  Jeiikemusauuu. B mpeoGnanaroiiem
OonbiMHCTBe ciyyaeB B-XJIJI onpenensiercst
Mapkep aKTHBHPOBaHHBIX B-xinerox CD23 u
TOJIKO Y HEOOJIBIIIOTO YKCIia OOJbHBIX — aHTU-
reH CD22, cuutaiomuiicss MapkepoM HeakTu-
BHMPOBAHHBIX 3peJibIX B-mumdonnTos.

BaxxxbiM nMMyHOGDEHOTUITITYECKIM TTPU3HA-
koM B-kinetok ripu B-XJ1JI siBsieTcst aKcrpec-
CUSl Ha TIOBEPXHOCTHBIX MeMOpaHax aHTHUIeHA
CDS5, O0OBIYHO 3KCIIPEeCCUpYIOIerocss Ha
T-xmeTKkax v paHee CUMTABIIETOCS UX CTedu-
YyecKUM MapkepoM. OTHAKO YCTaHOBEHO, UTO U
B HOpME HEOOJIbIIIAsl YacTh LUPKYIUPYIOLIUX
B KpOBU B-1MM(bOLIUTOB 3KCIpeccupyeT 3TOT
antureH. HopManbHbIl aHamor aumMGOoIuTOB
CD5+, nponudepupyronx npu B-XJIJI, 6611
0oOHapyXeH TakKe B MaHTUITHOI 30He Jiumda-
TUYECKUX Y3JIOB, CeNie3eHKe 1 TUM(BaTIECKIX
y3nax 20-HeneabpHOro Iuoaa yenoBeka. Ha yac-
tH Ketok CD5+ omnpenensiiach OMHOBPEMEH-
Has1 KCTIPECCHSI |- U -TSDKEITBIX TIeTIeil IMMYHO-
100y, TMHOB. BhICKa3bIBAIOTCSI pa3HbIE TPEIIO-
JIOKeHUsT B oTHoweHuu kKierok CDS5+ mpu
B-XJUJI. OnHu uccrenoBateny CUMTAlOT, YTO
neiikemuueckue Kietku npu B-XJIJI Bo3HMKa-
10T B pe3yJibTaTe 37I0Ka4eCTBEHHOM TpaHCchop-
Maly MMHOPHOTO KJIoHa B-umdonuros; apy-
rve roJararort, 4to KieTku CDS5+ mosiBistiorcst
B pe3yJ/ibTate 0Jioka qudepeHIMpOBKY Ha Ofl-
HOW U3 CTanii co3peBaHusI MKy Tipe-B u 3pe-
JaeivMu B-knetkamu. [pennonaraiot, 4to KIeTKu
CD5+, KoIM4ecTBO KOTOPBIX B KPOBU YBETMYHM -
BaeTCsl TakXke TPU TaKuX 3a00JIeBaHMSX, Kak
CUCTEMHasl KpacHas BOJYaHKa M PEeBMATOWII-
HBIi aPTPUT, SIBJISIOTCSI HICTOYHUKOM BbIPAOOT-
KM ayTOAHTUTE TPU OCJOXHSIIOIIMX TeYCHUE
B-XJIJI ayroMMMYHHO#1 TeMOJTMTUIECKOI aHe-
MUU ¥ TPOMOOLIUTONIEHUHN. YCTaHOBIIEHO, UTO Y
7-20% GonbHbIX B-XJ1JT MOXET He BBISIBISTHCS
akcnpeccuss CDS Ha moBepXHOCTHBIX MeMOpa-
Hax KJIETOK. Y 3TOi KaTeropuu GOJIbHBIX vyalle
OTMeYaeTCcsl M30JIMPOBAHHAS CTUIEHOMETAUS U
0oJ1iee BbIpakeHHAsI SKCTIPECCHSI TSKEITBIX 1 JIeT-
KUX LeTIeit IMMYHOTJIOOYTMHOB Ha MTOBEPXHOCT-
HBIX MeMOpaHax Ki1eTok. KimmHndeckoe TeueHue
1 MeIMaHa BbIKMBAEMOCTH OOJIbHBIX C TaHHBIM
TOATUIIOM 3a00JI€BAHMSI IPAKTUYECKU HE OTIIU-
4aeTcst OT 0OBIYHO HAOTIOIAEMBIX.

Ha moBepXHOCTHBIX MEMOpaHax KJIETOK TIPU
B-XJIJI ompenensieTcss aKcmpeccusi aHTUIE€HA
CD43 u — y psima 00JIbHBIX — 00Jiee BbICOKasI,
yeM B HOopMe, 3Kcrpeccust Oenka Bel-2. B ot-
CYTCTBHE MYTaIlMii TeHOB BapuaOebHbIX yJac-
TKOB umMmyHornooynuHoB (IgHV) B kierkax
nipu B-XJIJI Habmonaercst mosoxkutenbHas pe-
aKIIMs TP UMMYHOLIMTOXUMUYECKOM BBISIBIIC-
Hum antureHa CD38. OgHoBpeMeHHasT 2KC-
npeccus 1ukiauHa D1 u anturena CD23 uc-
rosb3yercs B auddepeHInaTbHOM TMarHOCTH -
ke B-XJUT/JIMJT u HXJI u3 k1eTok MaHTUitHOM
30HbI. OmHako kieTku npu B-XJ1JI B HekoTo-
PbIX crydassx MoryT ObiTh CD23-HeraTuBHbIMMU,
anipu HXJI U3 KJIeTOK MaHTHITHO# 30HBI MOKET
BBIBIISITBCA 9Kctipeccust antureHa CD23. Y ve-
KoTopbix 0oabHBIX B-XJLJI oTMeueHa aKcIpec-
cust MUeIoMoHouTapHbIX aHTureHoB CD11c u
CD11b — cootBeTcTBeHHO B 26,7 11 20% ciyya-
eB. Kinerku CD11c+ game oOHapy:XuBaroTCs

y 6051bHBIX B-XJ1JI ¢ KOPOTKMM BpeMEeHEM YIBO-
€HUSl KOJIMYecTBa JUM(OLIMTOB B Tiepudepu-
4yecKoil KpoBu (MeHee 12 Mec), a TMMQpOLMTEI
CD11b+ yaite BcTpevaroTcsl y 00JbHBIX C 00J1b-
IIMM KOJMYECTBOM BOBJIEUEHHBIX B MATOJOTU-
YecKMii Tipoliecc opraHoB. He nckioueHo, yto
Gosee arpecCMBHOE TeUeHMe 3a00JIeBaHMS TTPU
HaJIMYMM Ha MTOBEPXHOCTHBIX MeMOpaHax Kie-
ToK aHTureHa CD11b obycioBieHo ero (GpyHK-
LIMSIMU MOJIEKYJTBbI aITe31H, YIaCTBYIOIIIEH B pe-
LIUPKYISINA JTUM(OIMTOB B pa3TNUHbIe Opra-
HbI ¥ TKaHH.

[Moutn y 50% 6ombHBIX B-XJ1JT Ha mumdon-
HBIX KJIETKaX OTMEYaeTCsT SKCIIPECCHsT aKTUBa-
moHHoro a"tureHa CD25, cuurarorerocs Map-
KepOM BOJIOCATOKJIETOYHOTO Jieliko3a. Hannuue
CD25+ xietok accoluupyercsi ¢ HeOaro-
MTPUSTHBIM ITPOTHO30M.

B HeKoTOpBIX CiTyyasx JelKeMUIecKre KieT-
ku nipu XJIJI MOIyT UMETh aTUMUYHbBIA UMMY-
HodeHotun (Hanpumep, CD5- wnmm CD23-,
CDl1c+, BolpaxkeHHas sKcmpeccus slg wmm
CD79b).

HMMyHono2uueckue Hapywenus npu XJ

Hapymenus ¢yHnkuuu B-nmumbonnTos, kak
OTHOCSIIMXCS K 3T0KAUYeCTBEHHOMY KIIOHY KJTe-
TOK, TAK 1 HEMHOTOUMCIEHHBIX COXPAHUBLINX-
cs1 HOPMaJIbHBIX KJIETOK, BEPOSITHO, MTPaOT
BaXXHYIO POJIb B Pa3BUTUU TMITOTaMMarjio0yim-
Hemuu. [unorammaraoOyaHeMusi, 0COOEHHO
BbIPaXXEHHAs B Pa3BEPHYTOM CTaIUM 3200J1eBa-
Hust, BeIsIBIIsIeTcst y 10-60% GombHBIX B-XJ1JT.
Ymenblienue coxepxanus IgG B chiBopoTKe
KPOBHU COYETAETCSI ¢ HU3KUM ypoBHeM IgM u
IgA. B nepugepuyeckoit KpoBu OOJbHBIX
B-XJIJI uameHeHo cooTHo1IeHNe T-XeamnepoB u
CYIIPECCOPOB, COTIPOBOXIAIOIIEECS YCUIIEHUEM
cynpeccopHbIx hyHKuMi T-KJIeTok, 1 yBesye-
HO abCOJTIOTHOE KOJIMYECTBO HATYPATbHbIX KUJI-
JiepoB. HapyieHusiMu peakiiuii ryMopagbHOTO
1 KJIETOUHOTO MMMYHHUTETA 00YCIOBIEHO BO3-
HUKHOBEHME WH(MEKIIMOHHBIX OCIOXHEHUI,
Habmopatomxces y 75% GombHbix. Yacto ot™e-
YalTCs peUUAMBUPYIOIIME WHOPEKUUA U
OCJIOXKHEHUSI ayTOMMMYHHO# Tpupos!. [Toutn
B 15% ciydaeB OTMEYAETCsl Pa3BUTUE ayTOUM-
MYHHOI1 FéeMOJTUTUYECKOI aHEMUU U HECKOJIb-
KO pexe — MMMYHHOI TPOMOOLIMTOIIEHUU U
TPaHYJIOIUTOTICHUN.

[emamonozu4eckue npossnenus npu Xii

B-XJIJI umeer kpaiiHe BapuabenbHble KJIW-
HUYECKHE TIPU3HAKK, O0YCJIOBJIEHHBIE TETEPO-
TeHHO! IMpUpOoHoi 3abojeBaHUs. Y MHOTUX
OOJIbHBIX OTMEYAETCS UHAOJEHTHOE TeYeHUe
riporecca (co cpeiHeit BBIKMBAeMOCTBIO OKOJIO
10 net).

CoriacHO COBPeMEHHBIM KPUTEPUSIM, TPU-
HATBIM Ha MEXIyHapOIHOM paboyeM coBella-
Huu B 1989 ., anarnos3 B-XJIJI ycraHaBnBaeT-
Cs1 TP KOJTMUEeCTBE TMMGOLIMTOB B repudepu-
yecKoii Kposu, TpesbiiatoneM 10x10°/1, Ha-
mnunn 6ostee 30% muMOOLIMTOB B MasKax,
ITOJIyYE€HHBIX TIPY MYHKLMMA KOCTHOIO MO3ra, U
MOATBEPXIeHUU B-KieTouHolt mipupoabl U
MOHOKJIOHOBOCTM ~ TyJla  IIUPKYJUPYIOLINX
JIMMGOLIUTOB HAa OCHOBE PE3YJIBTATOB UMMYHO-
(beHOTUTIUPOBAHUS.

Knunnueckue nposisnenuss npu B-XJIJT
00YCJIOBJIEHBI JIEKeMUUeCKOl UH(UIBTpaLIM-
€l KOCTHOTO MO3ra U IPYTUX OPraHOB, HATUYM-
eM JumMmdazieHonaTuu, cruieHoMeranuu. Hepen-
KO Y OOJIbHBIX OTMeUaeTcss UHMUILTpaIus Ko-
K1, OPTaHOB XeTyJOUHO-KUIIEYHOTO TPaKTa,
nierkux, novyek, LIHC. Mnorna nuarnos B-XJ1JI
YCTAHABIMBACTCS Y JIMLI, HE TPEIbSIBISIOIINX
KaKuX-Jim00 kajno0, Npu MPOBENeHUM TJIaHO-
BOTO aHajnu3a KPOBU BO BpeMs IMPOBEACHUs
JUCTIaHCePU3aLIIU.

AOGCOTIOTHOE KOJIMYECTBO JIEMKOIIMTOB B TTe-
pudepryeckoii Kposu 60ombHBEIX B-XJ1J1 K0me6-
nercd B mpegenax ot 10 go 150x10°/n, nnorna

A.®. TnysmaH

npesbiias u 400x10°/1. JTumdouuTsl, mpeod-
Jiafaroliye Ipy MojcyeTe JeKorpaMMbl, MOTYT
COCTaBJISATh 10 95-99% obmiero KommyecTBa
JIEUKOLIUTOB, IIMPKY/IMPYIOIMX B KpoBH. Kosmu-
YeCTBO IPUTPOIIMTOB, YPOBEHb TeMOIIOOMHA,
TPOMOOLIMTOB M A0COJTIOTHOE KOJIMYECTBO HEei-
TPOMUITIOB MOKET OBITh B TIpe/ie/iax HOPMbI WJTH
CHIKEHHBIM.

TpomOoIIUTONIEHUST M aHEMUST Pa3BUBAIOTCS
MOCTENEHHO 10 Mepe MPOrpecCUpOBaHUs 3200~
JieBaHMsI. B MOMEHT ycTaHOBJIEHHMSI TUarHo3a
MIPU3HAKY IUTOTIEHUH (AHEMUH, TPOMOOIIUTO-
neHun) otMevaroTcst y 30% GOIbHBIX U SIBJISTIOT-
Cs1 HEOJIAroMPUSATHBIM MTPOTHOCTUYECKUM hak-
TopoM. LluToneHust MoxXxeT OBITH 00YCIOBIeHA
HapacTaHueM JIeHKeMUIeCKOi MHOUIBTpan
KOCTHOTO MO3ra WJIM ayTOMMMYHHBIMM Hapy-
HIEHUSIMH.

Uumomoptponozus XN

IIpu MuUKpocKONMMYECKOM MCCIEeI0BAHUU
B MasKax Iepudepruyeckoil KpoBu OOJbHBIX
B-XJIJI ompenensieTcss MOMYJSILIMSI  MOHO-
MOPGHBIX MaJIbIX KJIETOK C BHICOKMM SIIEPHO-
LIMTOIUIA3MATUYECKUM OTHOILIEHUEM U I1IUTO-
MOPGOTOTMYECKUMHU MPU3HAKAMU MaJTIX JIMM-
doumToB. fapa KIETOK OKpyIjble, MMEIOT
MJIOTHYIO U TJIBIOYATYIO CTPYKTYPY XpOMaTHHA.
Anpeiky mpy 00BIMHOM OKpackKe, KakK IpaBU-
110, He onpenaensiorcs. B y3koM obonke ciabo
WM YMEPEHHO 0a30(MIbHON HIUTOTUIA3MBI, HE
coJiepKalieil TpaHys, MHOTJA OIpenessieTcs
Bakyosuzauus. B penkux ciyvasix siapa iumdo-
WIHBIX KJIETOK MOTYT MMETbh HEMpPABUIbHYIO
dopmy: ¢ BmasiaeHueM (popma Punmepa) wim
C pacCIIEIMHOW, HAlOMMHAIOLIEH KJIeTKU
JMM(OM U3 MAHTUITHOM 30HBI WM U3 3aPO/Ibl-
IIEBBIX LIEHTPOB JMMMOUAHBIX (DOJITUKYIOB.
Hapsiny ¢ mpeobGnamaiomuyM OOJBIIMHCTBOM
KJIETOK THTa MaJIbIX TUM(OILIUTOB MOTYT OTIpe-
NIeNISIThCs 00J1ee KPYIHbIE TUMMOUIHBIE KISTKI
n npomuMdonntel. ConepkaHue TOCIETHUX
npu kinaccuueckom B-XJIJI He mpeBbliiaeT
10%. Hepenxo B Maskax KpOBU OOJbHBIX
B-XJJI, xak u ipu apyrux popmax 1uM¢ornpo-
JdepaTUBHBIX 3a00J1€BaHII1, 0OHAPYXKUBAKOT-
Csl TaK Ha3blBaeMble KJIETKU JIeHKoin3a (TeHU
borxuna-[ymmpexta). VX mosiBneHune 00bsICHSI-
IOT XPYNKOCTbIO MeMOpaH JIeHKeMUYECKUX
KJIETOK, YTO TIPUBOAMT K UX Pa3pyLICHUIO MTPU
MIPUTOTOBJIECHUM Ma3KOB.

Koctapiit Mmo3r npu B-XJIJI, mo maHHbBIM
LIUTOJIOTUYECKOTO UCCJIEIOBAaHUSI MTYyHKTATOB,
OOBIYHO TUTIEPKIICTOUHBIN. 3aKJIIOUYEHUE O Xa-
pakTepe Tpoliecca Mpyu UCCIeN0BaHUN Ma3KOB
13 MyHKTATOB KOCTHOTO MO3ra CJIeYeT 1aBaTh
C U3BECTHOI 0JIEN OCTOPOKHOCTHU, TOCKOJIBKY
B acrupare MOTyT OOHapyKMBaThCs KJIETKU U3
JIOOPOKAYECTBEHHBIX 0YarOBbIX JIMM(MDOUTHBIX
MH(UIBTPATOB, OTMevarollMecs Mpu psijie 3a-
0oJIeBaHUI, KOTOPbIE IO IUTOMOP(OJOrHYec-
KUM MPU3HAKAM HE OTJIMYAIOTCS OT KJIETOK MPU
B-XJIJI. B cBs13u ¢ 3TuM Hapsimy ¢ UCCaeI0Ba-
HUEM IYHKTATOB Yy BIIEPBbIE BbISBIECHHBIX
6ombHBIX B-XJIJI pekoMeHmyeTcsl MPOBOAMTH
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Ta6nuua 3. UMMyHOdeHOTUNMYECKME NPU3HAKM KNETOK NPU XPOHNYECKOM umdoneinkose

N HEXOKKUHCKUX ﬂMMd)OMGX

Nabrireienilies slg | cylg | CD5 | CD10 | CD23 | CD43 |CD103 | BCLs |LHm
3abonesaHne D1
XpoHuueckni

numdoneiikos/ numpoma us + -/+ + - + + - - -
MarnbiX MMM OLMTOB

JlumdonnasmouurtapHas

nmdoma *- * ) ) ) I+ - - -
Jlumdboma mapruHanbHon " J+ ) i i i ) i )
30HbI CENe3eHKM

BonocartoknetouHsli neinkos + - - - - - + - +/-
MALT-numdoma + +/- - - -/+ -+ - - -
PonnukynspHas nmdpoma + = o +/- -/+ c - + -
JInmdboma 13 knetok MaHTUm + - + = o + - - +
InddysHas

B-kpynHokneTouHas +/- = = -/+ H/o 2 H/o +/- .
nmmboma

H/0 — He onpepenseTcs.

Mpumeuanme: +—>90% cnyuaes; +/- — >50% cnyuaes; -/+ — <50% cnyuaes; — —<10% cnyuaes;

Ta6nuua 4. Cuctema cragupoeanus B-XJ1J1 no Rai

Crapus MegmaHa
KnuHuko-nabopatopHbie npusHaku lMportos
3a60neBaHms BbDKMBAEMOCTH (Mec)

0 Tonbko NMMdOLMTO3 B KPOBU M KOCTHOM MO3re BrnaronpusTHbIi >150

| Jlumdoumros u numdaaeHonaths MpomexyTouHbIMH 101
Jlumdoumtos u renatomeranus, cnneHomeranms

Il WM HaNMYMeE TenaTo- U CNNeHOMeranum MpomexyTouHbIn >71
opHoBpeMeHHo; +/- numdapeHonaths
Jlumdountos u anemus (copepxanue

1] remornobuna <110 r/n); +/- numbaneHonatus, Mnoxor 19
CnneHOMeranus, renatomeranms
Jlumdountos u TpombountoneHms (konuuecteo
TpomMBouutor <100X10°/n); +/- aHemms -

\% P = /)i ¥/ lMnoxow 19
(conepxanue remornobuxa <110r/n),
OpraHomeranms

Crapus 3a6onesaHnms

Ta6nuua 5. Cucrema craguposanus B-XJ11 no Binet

Knutuko-nabopatopHbie npusHaku

Mepuana eeixmBaemocTy (Mec)

TpomBoupTor 2100x10°/1)

JIumdouuTos B KPOBU M KOCTHOM MO3re; MEHEe TPeX 30H
C KIIMHMYECKMMM NPU3HAKAMM NOPAXeHMs (0pHO- MK
ABYCTOPOHHEE yBENUHEHME LIEHHDBIX, OAMBILIEYHbIX,

A NAXOBbIX TMMBATUHECKMX Y3NOB, CENE3EHKM M NeveHH);
OTCYTCTBME GHEMMM (copepXaHue reMornobuHa

2110 r/n) u pomBoupuTonermnn (copepxaHme

>120

>100x10°/)

JIMMdoLMTOS B KPOBM M KOCTHOM MO3re; BOBNEYEHHE B
npouecc Tpex u bonee 30H (obnacrei); otcyTcTene

B aHemun (copepxanue remornobuxa 2100 r/n) u 61
TpoMboumToneHnH (cogepxanre TpoMEoUMTOR

Copepxatue remornobura <110 r/n'y MyxXuuH 1
C <100 r/n y xeHwuH, Tpombouptos <100x10°/a mam 32
HaNWYME HEMUM M TPOMBOLIMTONEHUH OFHOBPEMEHHO
(He3aBMCHMO OT uMCna 30H C NPU3HAKAMM MOPAXEHMS)

TUCTOJIOTUYECKOE M3yuyeHHe TpernaHoOuomnTa-
TOB KOCTHOTO MO3Ta.

ITo pesymsraTaM M3ydeHUs TUCTOOTIECKIX
CPE30B BBIIENSIOT YeThIpe TUTIA MHDUIBTPAILIN
KocTHoro moara rnpu B-XJ1JI: HomyisipHbIif (o4a-
TOBBIi1), THTEPCTULIMATBHBIIA, CMEIIaHHBIH (HO-
IYISIPHBIA W MHTEPCTULIMAIBHBIN) 1 a1 dy3-
HbIi. HomynsipHbIii TUIT TOpaXkKeHMsT OTMEYaeTCsI
y 10% GombHbIX. HomymsipHble MHOWIBTPATHI,
MOHOMOpPGHbBIE TIO KJIETOYHOMY COCTaBy M HE
MMEIOIIME 3apOIbIIIEBBIX IEHTPOB, pacrioyiara-
10TCSI BOCHOBHOM MEXy TpaOeKyIaMU U pexe —
napaTpabeKy/IsipHO. DTUM OHU OTJIMYAIOTCS OT
0YaroBbIX CKOTIIEHUIA TUM(BOUTHBIX KJIETOK MPU
HOmyJsIpHOH ((POJUIMKYIISIPHOI) TUIIEPILIA3HM.
Tak HazbIBaeMble MHTEPCTULIMATbHbBIE TTOpaXkKe-
HUst Habmonarotest y 35% GonmpHbIx B-XJ1J1, Kak
TIPaBUJIO, B paHHE! CTanuy 3a00/1eBaHMsI, BbI3bI-
BAIOT HAPYIIIEHMST ApXUTEKTYPbI KOCTHOTO MO3Ta.
CoxpaHuBILIMECS] HOPMabHbIE KPOBETBOPHBIE
KJIETKHU B BUJIE OCTPOBKOB U3 HE3PEJIbIX U 3pESIbIX
3PUTPOOIACTUUECKUX KIIETOK U TPAHYJIOLUTOB
pacrpeneneHbl MexKIy TMM(GOUIHBIMUA MHPWIb-
Tpatamu. CMelIaHHbIN TUTT TIOpaXkeHUsT BCTpe-
yaercs B 30% cityyaeB 1 acCOLIMUPYETCSI ¢ O1aro-
MPUATHBIM TIporHo3oM. JduddysHas nHGMIb-
TpalMsl ¢ MHTEHCUBHBIM 3aMelIeHueM TKaHU
KOCTHOTO MO3ra OT™MeJaeTcs y 25% MalueHToB U
COYETAETCS C arpeCCUBHBIM KIIMHUYECKUM Teue-
HueM. MHorma B cocTaBe MHMUIIBTPATOB CPEIU
MaJTbIX TUM(OLIMTOB BCTPEYAIOTCSI HEMHOTOUMC-
JIeHHbIE MPOAMMMOLIUTBI ¢ OoJIee KPYITHBIMU S1-
paMu U SIIPBIIIKAMKU M OOIIMPHOI LIMTOILIA3-
MOM. DTH TICeBIOMOILTMKYITBI, WJTH LIEHTPhI POC-
Ta, MOJOOHBI COAEPXKAIIMM IPOIUMQOLIUTEL
CTPYKTypaM, KOTOpbIE MOXHO BHIETb IpU
W3YYEHUU TUCTOJIOTMYECKUX CPe30B JMMQaTu-
YeCKUX y3110B y 601pHbBIX B-XJ1J1.

XapakTep mopaxkeHHst KOCTHOTo Mo3ra (He-
mudoy3Hbii 1 aud@y3HBI) KOppeaupyeT
¢ KIIMHWYECKOM cTanyeit 3a001eBaHusI U CpOKa-
MU BbIXKMBAEMOCTHU OOJIbHBIX.

B rucronornuecknx cpesax 1MMpaTUUecKux
y3noB nipu B-XJLJI ompenensiercss muddy3Has
“HUIBTPaLMg MOHOMOP(HON Momyasuueit
KJIETOK C TMpU3HAKaMKM MaJbiX JUMDOIIUTOB
C OKpPYIJIBIMU SIIpaMM C KOHIEHCUPOBAHHOI
CTPYKTYPOIi XpOMaTHHA 1 Y3KMM 0OOIKOM LIUTO-
maa3Mbl. Ha 9ToM (hoHe HEeUeTKO BBIAESIOTCS
LIEHTPBI Mposnrdepaunu, Wik UEHTPhl pocTa,
cocTosie U3 6ojiee KPYIMHBIX KJIETOK THIIA
MPOSUMGOIIUTOB, COMEPXKAIIUX  SIAPBIIIKH,
C BBICOKUM MUTOTUYECKUM UHAEKCOM. OHM OT-
JIMYAIOTCS] OT HOPMAJTbHBIX IMMGMOUIHBIX (HOJI-
JKynoB. [1omoOHBIN Xe THIT MHQWIBTPALIT
HaOMomaeTcsl TPU HOMYJISIPHBIX HEXOMKKUH-
ckux tumdomax, Kotopsie B 40% ciydaes moa-
BEpraoTcs JIEMKEMU3ALUU.

B cenesenke nHMWIBTPATHI 13 MAJIBIX IUMGO-
LIUTOB, MPOJUMGOILIMTOB U MHOTIa UMMYHO-
0JacTOB OMpenessitoTcsl B KpacHOi u Geoit
nysbne. B rieyeHu mepunopraibHble U, pexe
CUHYCOMIANbHBIE WHMWIBTPAThl COYETAIOTCS
¢ npu3Hakamu ¢puodposa. JleiikeMuyeckue uH-
(unbrpaThl MOTYT OOHAPYXKMBATHCS TaKXKe
B KOXe U pexe — B Jierkux, noukax, [IHC.

Knunuvweckue cmaguu 3aGonesanus
HaubGonee mupokoe mpuMeHeHUE IMpu
ompeneneHun KimHudeckoil cramuu B-XJIJI
MIPUOOPETN CUCTEMBI CTAANPOBAHUS, IPELIO-
xeHHbIe Rai u coaBT. 1 Binet 1 coaBr. [1epBas
ncnonb3yeTcss npeumyinectBeHHo B CIIA,
BTOpasl TOJIy4nIa pacrpocTpaHeHue B EBpo-
ne. B ocHoBe o0eux Kiaccu@ukauuii JeXUT
eIMHBI TPUHIUIT — YYET MAacChl OIMyXOJIU

(KomM4ecTBO JICMKOIIMTOB, TMMQOIIUTOB, CTE-
MeHb YBEJIMYCHUS JTUMGbATUUECKUX Y3II0B,
CeNe3eHKHU 1 APYTUX OPTAHOB, BHIPAKEHHOCTD
YITHETEHUS pa3IMYHBIX POCTKOB HOPMaJIbHOTO
reMoros3a). BrimenseMble B COOTBETCTBUU
C TIPeNTOXKEHHBIMU KPUTEPUSIMU CTaIuu
pa3Butust B-XJIJI uMmeroT mporHocTuyeckoe
3HAUEHUE, YETKO KOPPEIUPYIOT CO CpeaHei
TIPOIOJIKUTEIBHOCTBIO KU3HU OOJNBHBIX U
WCTIONIB3YIOTCSI TIPY OLIEHKE PEe3YJIbTaTOB Jieue-
Hus (Tabn. 4, 5).

[IpakTryeckast 3HAYMMOCTb MPETOKEHHBIX
CUCTEM CTaaupOBaHUsT ObITa TIOATBEPXKICHA
B BEIYIIMX OHKOTeMATOJOTMYECKUX KIMHUKAX
psina ctpad. [To cBomHbIM JaHHBIM Schumacher,
Cotelingham, oxBaTbIBaroIIMM 952 mamueHTa
13 8 KPYMHBIX LEHTPOB, TIPU MCTIONb30BAHUN
KiaccuUKallMOHHOM cucteMbl Rai MemuaHa
BbDKMBaeMocTH 00sbHbIX B-XJIJI B craguu 0
nipesbiaia 120 mec, B cranuu I cocrassiia 95
Mec, B ctanuu 11 — 72 mec u B I11-1V cTtanun He
npeBbiiaia 30 mec.

[To JaHHBIM TeX e aBTOPOB, U3yYEeHUE UCTO-
puii 6one3nu 1117 6onbHbIX B-XJ1JI Ha ocHOBE
cucTeMbI Binet mo3Bosmiio ycTaHOBUTh, UTO Me-
JIMaHa BbKMBAEMOCTH B CTaluK A MpeBbIIIaIa
120 mec, a B ctanusix B u C cocrasnsiia coot-
BeTCTBEHHO 61 1 32 Mec.

NMocmynupyemblii HopManbHblil
anano2 knemok XIJ

CorsiacHO COBPEMEHHBIM TPEICTaBACHUSIM
TAKOBBIM SIBJISIETCSI TOJIBEPTILAsICSI AHTUTEHHOM
cTumynsiunu B-kietka.

MNporHos

Knunuyeckoe teuenue B-XJ1JI Bapuadennb-
Ho. Y OonbiHeTBa naimeHToB ¢ B-XJ1JI, kak
MpaBWJIO, HAOIIONACTCS JTUTETbHOE BSLIOE Te-
yeHue 3a0osneBaHus. [IporcxomuT mocTeneH-
HOE HaKOIUICHME MacChl OIMyXOJEBbIX KJIETOK.
OcioxkHeHMsI BO3HUKAIOT B Pe3yJIbTaTe pa3BrBa-
IOIIEHCS UMMYHOCYTIPECCUM WM LIMTOTIEHUU.
B 10 Xe BpeMs1 y HEKOTOPBIX O0JbHBIX HAOIIOMA-
eTcst ObICTPOE MPOrpeccupoBaHue Mpoliecca.
®akTopoM rmporHo3za y 60mbHbIX B-XJLT ciyxut
cTanusi 3a00s1eBaHus1, ornpeessieMasi o cucre-
me Rai (0-1V) u Binet (A-C).

[TokazaHo, 4TO MPOAOJIKUTEBHOCTD KU3HU
OOJIbHBIX, Y KOTOPBIX OOHAPYKEHbI T€ WJI UHbIE
KJIOHAJIbHbIE aHOMAaJIMU, COCTaBJIseT 7,7 roja 1o
CPaBHEHHUIO ¢ 0osiee BBICOKOW MeIMaHOM BbI-
KMBAEMOCTH Y TIALIMEHTOB, Y KOTOPBIX TPHU
LIUTOTEHETUYECKOM aHAJIM3e HE BbISIBICHBI
HapyweHus. BerkuBaeMocts 60mbHbIX B-XJ1JT
C TpUCOMHUEIA 1o 12 XpoMocoMe U1 aHOMaTHSI-
MU XpOMOCOMBI 14 HMKe, yeM Npu HaIuIuu
aHoMammii 13q-.

K umciy BaxKHBIX MPOrHOCTUYECKMX (haKTO-
POB, KaK yXe YKa3blBaJIOCh, OTHOCSAT COMAaTH-
YyecKue TMIepMyTalluyd B TOJBEPTLIMXCS pea-
PaHXMPOBKE BaprualeIbHbIX PETMOHAX TSXKEITbIX
Lierneit IMMYHOTJIOOYIMHOB, BBISIBJISIEMbBIX TTOY-
Ty 50% GombHbIx B-XJ1J1. Bonee arpeccuBHOe
TeueHue 3a00/IeBaHUSI OTMEYAETCsl y TIAlMEHTOB,
B KJIETKAX Y KOTOPBIX HE BISIBJISIIOTCS TPU3HAKU
myTauuu reHoB IgHV. BrisiBieHue ykazaHHBIX
MYTalMid CTalo 1IEHHBIM (DAaKTOPOM MPOTrHO3a
HE3aBUCUMO OT KJIMHn4Yeckoi cranuu B-XJ1JI u
JPYTUX LUTOTEHETUYECKUX aHoMasuii. OnHaKo
TMpY BbIsIBIeHUU MyTaluii reHoB IgHV Heobxo-
1Mo cekBeHrposaHue JIHK. Drot HerpocToii,
TpeOYIOLIUI IIUTEILHOTO BPEMEHU U I0POTO-
CTOSILIMI METOJI He HauleJ TOoKa IIMPOKOTo
MPAKTUYECKOTO MPUMEHEHMS.

Bbutn ipeAnpPUHSITHI MOTMBITKYA UCTIONB30Ba-
HUS C TTPOTHOCTUYECKON 11EJIbI0 APYTUX JIETKO
OTIpeNesIsIieMbIX «CyppOraTHbIX» MapKepoB. On-
HUM U3 TIEPBBIX CTAJIO BISIBJIEHUE 3KCIPECCUU
anTureHa CD38, KoppenmpoBaBiiiee ¢ pe3y/ibTa-
tamu ompenenaeHust myrauuii IgHV. OmHako
B3aMMOCBSI3b MEXITY STUMU JABYMSI IPU3HAKAMU
oKazajiach HeabCOIOTHOM, TaK KaK 9KCTPECCHst
antureHa CD38 Ha TuMGOUTHBIX KIIeTKaX B Te-
yeHue 3a00J1eBaHUS U3MeHsIack. B HacTosiiee
BpEMsI MX OJIHOBPEMEHHOE MCIOJIb30BaHUE B Ka-
YeCTBE HE3aBUCHMBIX MPOTHOCTUYECKUX (haK-
TOPOB TO3BOJISIET BbLIEANUTH (hopmbl B-XJIJT
C M0OpOKAYEeCTBEHHBIM, 3JI0KAYECTBEHHBIM U
3aHUMAIOLIUM TPOMEXYTOUHOE MECTO MEXIY
JIBYMsI yKa3aHHBIMU (DOpMaMU TEUEHUEM.

B xauecTBe ellie 0IHOTO CypporaTHOrO Map-
Kepa, 0 YeM TakxKe YIOMMHAIOCh BbillIe, ObLIO
MPeUIOKEHO UCTIOIb30BaTh OIpPEIeIeHH e TIPo-
JIyKTa reHa, KOIMPYIOLIEro 3eTa-acCoLMMpPOBaH-
HbII1 OesloK ¢ Moseky/sipHoil Maccoit 70 k]I
(ZAP-70). IlporHo3 y 6oabHbIX B-XJLJI ¢ oT-
CYTCTBMEM COMaTUYecKuX MyTaluii reHo IgHV

u HammuueM ZAP-70-HeratuBHBIX JUMGbOU/I-
HBIX KJIETOK ObLJT 3HAUMTEJTLHO JIyllie, YeM y a-
LIMEHTOB, Y KOTOPBIX OMPENEISITUCH MyTAIIUN U
BBISIBJISITICS TAaHHBII OEJIOK.

[lnpokoe BHeAPEeHUE B KIMHUYECKYIO MpaK-
TUKY MOJIEKYJISIPHO-OMOIOTMYECKUX MapKepoB
MO3BOJIUT 00Jiee TOYHO CIPOTHO3MPOBATH
JanpHeiilee TeyeHue 3abosieBaHUs U Oosee
a(bdEKTUBHO HUCMOIB30BaTh COBPEMEHHbIE
TepareBTUYECKUE CPEICTBA.

[Tone3HBIM B TJTaHE YTOUHEHMS TMPOTHO3a
y 6onbHBIX B-XJIJI MOXeT ObITh ompeneaeHue
B CBIBOPOTKE KPOBH psijia TIOKa3aTeseit, He 3aB1-
CSIIMX OT KIIMHUYECKON cTanuu 3a00J1eBaHUsI:
ypoBH$ B,-MuKpornodyiuHa (,M), THMUINH-
kuHasbl (TK), pactBopumoro anturena CD23,
TpOMOONOATHHA U MHTepielikuHa-8. Tak, ro-
BBIIICHHBII YPoBeHD 3,M, ompenesiseMblil yxxe
B HavaJIbHOM cTanuu 3a00J1eBaHus1, CBS3aH ¢ 00-
Jiee KOPOTKUMU CPOKaAMU BbIKMBAEMOCTH 0OJTb-
HbIx. [lobieHHsie yposHu TK, orpenensie-
MOW paMOJIOTMIECKUM METOIOM, Y PacTBOPH-
Moro aHtureHa CD23, BbisiBIsIeMble B paHHEl
cramuu B-XJIJI, yka3biBaloT Ha BO3MOXKHOCTD
OBICTPOTO TIPOrpeccUpoBaHUs 3a001eBaHMSI.

YV HeGOoMbIIIoN YacTH TTAlEHTOB 3BOJIOIMS
B-XJIJI compoBoxnaercs Mopdosornyeckoi
TpaHcopMalueil 1 TosBJIeHUEM OOJIbIIOTO
KOJIYEeCTBa MPOTMMMOLIUTOB. DTOT BapHaHT 3a-
oonesanus (B-XJ1J1/I1JLJT), Ha3bIBaeMBblil TAaKKe
CMEILIAHHOKJIETOUHBIM, TUarHOCTUPYETCSl MPU
HaJIMYKH B TiepueprIecKoil KpoBU MpoarMpo-
LIUTOB, CONIEPKaHNE KOTOPBIX KOJIEOIeTCs B TIpe-
nenax 10-55%. KiuHuaecku y 00JIbHBIX OTMEYa-
10TCSl BbIpKEHHAs! IMM(afeHOTIaTHsl U CILUIEHO-
Meranus. UMMyHobeHOTUTTMYeCKIE TIPU3HAKYI
y 6onbimHCTBa 60516HBIX ¢ B-XJLJT/TIJIJT Takue
e, Kak 1 nipu KinaccuaeckoM B-XJ1J1, a mporHos
0osiee HEOIArONPUSITHBIM.

V 2-8% 6onbHbIX ¢ B-XJIJT B pe3yibsrate TpaH-
chopmamy pa3BuBaeTcs auddysHas B-xpym-
HOK-JieTouyHas JuMdoMa (cuHapoMm Puxtepa).
Y Takux naimeHToB Ha (hoHe JIMXOPaIKH, CHUKe-
HHUSI MaccChl Tejla, aHeMUU, TPOMOOIIMTOTICHNH,
YMEHBIIIEHHST KOJTMYECTBa IMM(BOIIMTOB B TTEPH-
(bepuueckoii KpoBY HAOTIOIAIOTCS BHIPAsKEHHbIE
OITYXOJIEBUIHbBIE pa3pacTaHust JTMMQpaTHIECKIX
y3n0B. [Ipy TUCTONOTMYECKOM WCCIeI0BaHUN
OronTaToB TMMOATIECKIX Y37I0B 00HAPYKIBa-
10TCSI IIpU3HAKK 11 Y3HOM KPYITHOKIETOUHOM
JuMbombl. OnrcaH XOKKUHOMOAOOHbII Bapy-
aHT cuHapoMa Puxrepa. MoneKyJIsIpHO-TeHeTH -
YecKHe HapyIIeHus], TPUBOIAIINE K Pa3BUTHIO
cuHApoMa Puxrepa, HEIOCTATOUHO H3YYEHBI.
B 50% cny4aeB B TpaHC(HOPMHPOBAHHBIX JTIAM-
(hoMITHBIX KiIeTKax Mpu cuHapome PuxTepa BbI-
SIBIISTIOTCST MyTaluu TeHa P53.

YV 6ombHbIX XJLJI ocrie Tepanuu diynapadu-
HOM MOTYT pa3BUThCS aCCOLMUPOBAHHbBIC
¢ BupycoM DmmreitHa-bapp mambonpomide-
paTuBHBIEe 3a00JeBaHUsI, BKJIIOYas JTUM@OMy
XOIKKMHA.

V 1-2% 6Gonbubix B-XJ1J1, Habmroqarommxcst
GoJiee IIECTH JIET, MOXKET TUarHOCTUPOBATHCS
OCTpBI JIeiiKo3 (Jaie MopdosIoruyeckuii Ba-
puanT L2). B pe3ynbrate 9BOMIOLMY MATONOTU-
YeCcKOro KJIOHa KJIETOK BO3MOXHA TpaHchopma-
st B-XJ1JI B mma3MoKJIeTOUHBIH JIEIKO3, MUE-
JIOMHYI0 60J1€3Hb. Y 60bHbIX B-XJ1JI oBbIIeH
TAKXe PUCK BOBHUKHOBEHUSI COJIMIHBIX OIyXO-
Jiel pasnnyHoi JloKanm3auuu (pak JIerkoro,
TOJICTOM KUIIKK U T. 11.).
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