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Onpenenenue, 3THoN0rHS U MaTOreHe3

B 1944 romy J. Waldenstrom coofumn o 3 HaGmOAEHHSX C KapTHHOH
cybinelikemudeckoro numodneitkosa, MoHokIoHansHeiM 1gM (PIgM), Beicokoi
Bsi3KoCTh BHaweit ctpane MB Bniepsbie onucanu B 1958 r. M.C. dynsuus u FO.M.
Jlopue. C wumenem IO.U. Jlopue cBA3aHO CTaHOBNIEHHE KIHHUYECKOH
UMMYHOreéMaToJorui B PoccHuio CBHIBOPOTKM KpPOBH M eMOpPPard4eCcKuM
CUHIPOMOM 6e3 TpOMOOLIHTONEHUH.

ITpodeccop Bopobres I[I.A, ¢ coaBTopaMi B CBOEM HalMOHAIBEHOM
PYKOBOJCTBE BBICKA3bIBAIOT CIIEAYIOLLYO T03ULKI0: MB nomkHa OBITh OllpeieieHa
KaK  XpOHMYECKHH cyOneiikeMHUueckud Jieiiko3 B-kIeToYHOM  IPHPOIIBI,
MOpPGhOIOrHYecK TpeAcTaBIeHHbIMU nuMmboLMTaMH, IUIa3MOLMTaMU W BCEMHU
NepexoqHbIMU (hOpMaMH KJIETOK M XapaKTepu3yromuxcs npoaykuueit PIgM.

B cospemeHHoit remaronorun maxpornobynuaemus Banspencrpema (MB)
ompenensercs kak B-xieTouHas nuMdoma ¢ MpeUMylIECTBEHHBIM IOPaXEHUEM
KOCTHOro  MO3ra,  MOp(OJIOTHYECKd  TNpeAcTaBleHHas  JUM(OLUTAMH,
T1a3MOLMTAaMU U BCEMH IE€PeXOAHBIMH (OpPMaMHU KJIETOK, XapaKTepHU3yIoIascs
CeKpelred MOHOKJIOHAIBHOr0 UMMy HOTo6ymiuHa M (PIgM).

o cratucTHUecKUM AaHHEBIM, Ha oo MB npuxoauTcest okoso 2 % ciiydaeB
cpeaM Bcex remobiacto3oB. 3aboneBaeMocTs MB cocTasisier ot 2 110 5 ciiy4aeB Ha
1 miiH Hacenenus B roxn. CpeHUI Bo3pacT nauueHToB — 63 roxa (ot 32 mo 92 ner).
VY nauuenToB monoxe 40 ser MB BcTpewaeTcs penko. My KYuHBI cocTaBaoT 70
% GO0BHBIX.

DTHosoruyeckue (pakTopsl, 3alycKarolye 3BeHbs nmatoreHe3a MB, Bce eme
masiousydeHel.  OOCYXOaroTcss  TakMe  NPHYMHBL, KaK  TIeHeTHYecKas
IpepaconoXeHHOCTh (AepeKT T-KIeTogHol CynpeccopHOr QyHKLNN), BIUSHUE

paaralOHHbIX BO3[IEHCTBUH, XMMHUYECKMX MYTareHoB ¥ BUPYCOB U Jp (Hampumep,
HCV, HSV-8, BIY). CymecTBeHHBIM (pakTopoM pucka pa3BuTuss MB sBiseTcs
HaJyyie B aHaMHe3e I[gMMOHOKIOHaNBPHOW TraMMamaTUU HeolpeeleHHOro

(veyrouneHHoro) renesa (IgM-MGUS). MHorojieTHHE HaOMOAEHUS TOKA3BIBAIOT,

YTO OTHOCHTEJIbHBIA PUCK Pa3BUTUS OMyX0JIeBOTo 3a00eBaHus y 00abHBIX ¢ IgM-
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Onpeaenenne, sTHosiorusi  naTorenes

B 1944 roay J. Waldenstrom coofuiun o 3 HaGIIOAEHHAX C KapTHHOH
cybneiikemuueckoro numodeiikosa, mMoHoknoHansHeiM 1gM (PIgM), Bbicokoit
BAA3KOCTL BHaweii ctpate MB sriepsbie onucanu B 1958 r. M.C. dynsuni n 10.1.
Jlopue. C wumenem I0.M. Jlopue cBs3aHo CTaHOBJEHHE — KIHHHYECKOH
UMMYHOrematosioruii B PoccHHIO CLIBOPOTKM KpPOBM M reMOppardieckum
cHHApoMOM 6e3 TpombouHrTOnEeHHH.

[Tpopeccop Bopobues [1.A, ¢ coaBropamu B CBOEM HALUOHAJILHOM
PYKOBOJCTBE BbICKa3bIBAIOT CJIEYIOLLYIO M03uLKIo: MB nomiHa 6bITh orpeaesneHa
KaK  XpoHuueckud cy6ieiikemuueckuit  nieiiko3  B-kierounoi  mpupoel,
MOP(OJIOTHYECKH TPEACTABICHHBIMH JIMM(OLUMUTAMH, [1a3MOLMTAMM W BCEMH
nepexoaHbIMU (pOpMaMU KIETOK M XapaKTepHU3yoLkxcs npoaykuuei PIgM.

B coBpemeHHoOi#l remaroniorun makpornobynunemus Banbaenctpema (MB)
onpefensercs kak B-knerounas numdoma ¢ mpeMMyLLECTBEHHBIM [MOpaKeHHEM
KOCTHOrO  Mo3ra,  MOpP(OJOrMYeckd  NpeAcTaBleHHas  JUM(pOUHTAMH,
M1a3sMOLIMTAMH M BCEMH IepexOoAHbIMH (JopMaMH KJIETOK, XapaKTepH3yloLlascs
ceKpeLreil MOHOKIJIOHaNIbHOrO UMMYHorno6ynuHa M (PlgM).

[To cTaTHCTHYECKHM NaHHBIM, Ha A010 MB npuxoautcs okoso 2 % ciy4yaes
cpenM Bcex reMo6sacto3oB. 3aboneBaemocts MB cocrasnser ot 2 10 5 ciyvaes Ha
1 mnH Hacenenus B roa. Cpeanuii Bospact nauueHToB — 63 roza (ot 32 no 92 ner).
Y nauuentos monoxe 40 net MB Bctpedaercs peaxo. MyxunHsl cocTaBastoT 70
% GONBHBIX.

DrHonoruueckue (pakTopsl, 3aMmycKkarollle 3BeHbs naroreHesa MB, Bce eue
manousyvensl.  ObcyxaaloTcs — Takue  MPUYMHBL,  KaK  FeHeTH4YecKas
npeapacrnonoxeHHocTs (AepekT T-K1eTouHOH CynpeccopHOi (yHKLWH), BIUsHHE
PaAMALMOHHBIX BO3/IEHCTBUH, XHMHYECKHX MYTareHOB M BUPYCOB M Ap (Hanpumep,

HCV, HSV-8, BUU). CyuiecTBeHHbIM (akTopoM pucka pa3BuTHs MB ssnsertcs

Haqiu4yue B aHaMHE3e [gMMOHOK.ﬂOHaﬂbHOﬁ raMmanaTii HeEoNnpeACJICHHOIo

(neyrouHeHnoro) reresa (IgM-MGUS). Muorosethre HabnoAeHHs NOKa3bIBAIOT,

YTO OTHOCHTEJILHBIH PUCK Pa3BUTHsI onyxoneBoro 3abonesanus y 60ybHbIX ¢ [gM-
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MOHOKJIOH&IBHOH ramMmanatHelt ypenuuen B 6,5 pas. PacripocTpaHeHHOCTh
MOHOKJIOHANLHOR raMManaTHM HeyTOYHEeHHOro reresa [OCTATOIHO BeJMKa,
0COOEHHO Y JIUL MOXKUIIOro Bo3pacTa. Puck TpaHc{opMaLyrH B omyXoJb 32 5, 10, 15
JeT cocTaBisfeT cooTBeTcTBeHHO 10%, 18%, 24%, B cpelHeM — 1,5% B rog.
[TokasaHo, YTO MpPOrpeccHpoBaHHe 3aboJieBaHUs 3HAYMTENBHO YCKOPACTCH, eCiIu
MIMeIOTCs NOMOJIHUTE/bHbIE HeBnaronpusTHele (PAKTOPbI, TAKHUC KaK: MOBBILLIEHUE
YPOBHS MOHOKJIOHAIBHOTO M-MMMyHOrno0y11Ha Gonee 1,5 r/an 1 MOBBILICHHOE
cozepKaHue JIErKUX Lieneid MMMYHorno0y1MHOB B CHIBOPOTKE. OcobeHHOo BBICTPO
3a0o0JicBaHHE HAa4yMHAeT TporpeccHpoBaTh TMpH HaJIW4YHK  TaK Ha3bIBaEMOM
npemmoleii MB, npu KOTOpo#l MMeeTcsi BhIpaXKeHHas MOHOKIOHA/IbHAA IgM
raMmanatis (6onee 3 r/m1) v nuMdornnasMauMTapHas MHQUIBTPaLKUs KOCTHOTO
mosra (6onee 10%), onHAKO OTCYTCTBYIOT JHOOBIE KIHHHYECKHE NPHU3HAKH MB, B
YACTHOCTH aHEMHMA, KOHCTHTYLHOHAJbHBIE CHMIITOMBI, JHM(oaneHoNaTH,

renaTocrjeHoOMeralus, rurepBiI3KOCTb KPOBH H Ap.

KauHuueckas KapTHHA

KnuHH4eckas cumnToMaTika MB ompegensercss, € OLHOH CTOPOHBI,
nefikeMHdecKoil ponudepanueil crenupuuIecKuX JTUMPOHIHBIX JEMEHTOB B
KOCTHOM MO3re, MIeUeHH, ceNle3eHKe, TMM(OTHIECKHX y3nax (HEepelKo U B APYTHX
orpaHax M TKaHsX), C IPyrod — HalNWYMEM B CHIBOPOTKE KDOBH PIgM u Hepenko
penka bexc-/I>xoHca B MOYE.

JuarHoctika MB B HaualbHBIX CTagHsAX 3a00N€eBaHUs  [1OCTATOYHO
3aTpyAHUTE]bHA, T. K. OONe3Hb MNpejcTaBneHa JHIIb OOIIMMHM CHUMITTOMAaMH.
OTtMmeyaloTcsi  c1abocTh,  yTOMJISA€MOCTb,  CHHXKEHHE paboTocrnocobHOCTH,
OlIyLEHHe YCTAIOCTH, OTCYTCTBHE YINy4IICHMA CaMOYyBCTBHA TMoOCIE CHa,
[lOoCTereHHas MoTeps Beca, CTaOWJIbHOE WM TEPHOAMYECKOE TMOBBILICHHE
TeMnepaTypsl A0 Cy6heOpHIBHBIX uugp, roNoBHbIE OONH, TONOBOKPYXEHHS,
OBBIIIIEHHOE MIOTOOTAEIEHHUE, apTPaJITHH.

Bosee XxapaKTepHble CHMITTOMBI CBS3aHbl C PA3BUTHEM THNIEPTIACTHYECKOTO

CHHAPOMa, KOTOPBIH OTMeYaeTcsl MOYTH y MOJIOBHHDI BonbHeix MB. Bo3moxHo
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beccuMnTOMHOE yBelH4YeHHE nuMbaTHYECKHX Y3/10B JI000M  TTOKaTU3aluH,
YBEJIMYCHHE pa3MepOB MEYeHW M cese3eHKM. B peakux Cily4asX BOBJIEKAOTCA
IETKHE, YTO CO3JaeT KapTHHY JIeroyHblXx HHQUIBTPATOB, Y3/I0B M [ake
fieBpaibHOro BbINMoTa. Penko BeTpeuaroTcs OCTEONMTHYECKHME TMOPAKEHHS U
NIEPHBACKYIApHAA MHOUIBTPALUS FOJIOBHOIO MO3ra.

Knunuuyeckuit ananus KPOBH MOKeT JJIMTeNbHOE BpEMA OCTaBaThCA
HOPManbHBIM. 3aTeM OnyxoneBas WMHGUITPaLMA KOCTHOrO MO3ra MOCTENEHHO
[IPUBOOUT K pa3sBUTHIO dHEMHUM M TPOMOOLMTOMEHHH. XOTH, CHHKEHHE
OPUTPOLIMTOB  MOKeT ObITb O0OYCNOBIEHO W BTOPHYHOH ayTOMMMYHHOMH
FEMOJIMTHYECKOH aHeMHUel, XapakTepHO# Uit MB, # MOBTOPHEIMH KPOBOTIOTEPAMH.
Konnyectso neftkountos u neiikonurapas gopmyna mensitores mano. [ToseieHne
NIEHKOLMTO3a OOBIYHO CBS3aHO C MPHUCOENHHEHHEM BTOPHYHON HHQEKLHH.
CkopocTs ocenaHuss 3pHTPOLMTOB B  GOJBIIMHCTBE Clly4aeB 3HA4YUTENbHO
ITOBBIIICHA, OHAKO, MPUMEPHO y 15% OGonbHbIX He npesbimaeT 30 MM.

Cpeln KIMHMYECKHX MPOSABNEHMH , 06YCIOBIEHHBIX UMPKYySLUHEN B KPOBH
MaKporio0yIHHa, HEPENKO MEePBBIMH BeyLLUMH ABISIOTCA CHHAPOM [OBBIILIEHHOM
BSI3KOCTH ¥ T€EMOpparu4eckuii CHHAPOM.

CHHIPOM TNOBBIIEHHON BA3KOCTH, XapaKTepU3yeTcs KpPOBOTOYMBOCTBIO M3
CTH3HCTBIX HOCa M JeceH, B 42% cioyyaeB y NalWEHTOB pa3BUBAETCH
MaKpOrJI00yIHHeMUYeckas PETHHONATHs, Pa3BHBAETCSA PacIInpeHHe BEH CETUYATKH,
a TaK e HapyIIeHHs Nepupepuyeckoro KpOBOTOKA, apecTe3uu, CHHAPOM Peiino,
B TSKENBIX CIyYasX — H3BA3BJIEHUSIMH M AaXKe I'aHTPeHbl NUCTAIBHBIX OTIEJIOB
KOHeyHoCTeH. Hapyumenus MUKpOLMPKYJIALHK B COCYAaX rOIOBHOIO MO3Tra MOTYT
CJTy’KUTb NMPHYMHOH HEBPOIIOrMYECKMX PACCTPOMCTB, [0 MapanapTeMHeMHYECKOH
KOMBI.

['eMopparuyeckuit cuHapoM. KposoTouwmBoCcTh Ge3 TpoMOOLHMTONEHHH,
CBfi32HHAs C HAapyLICHHSAMHM TIeMOCTa3a, CYWTAETCA XapaKTEPHBIM, HO He
obs3aTenbHBIM cuMOTOMOM Npu MB W peructpupyetcs y 20-30% OGonbHBIX.

Haubonee TUNMYHBIMM MPOSBIEHHAMH TEMOPPAarHYECcKOro CMHOpoMa npu MB

ABJIAOTCA NPH3HAKH MUKPOUMUPKYJIITOPHBIX Hap)IUJEHHi;I B CHUCTEME reMocralza —
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HOCOBKIC I JICCHOBLIC  KPOBOTEHeHns,  KaK  HPABIIO, 1HE  HYAJIONNCCs 1
CHMITTOMUTHICCKON MEJIMKOMCIITO 10 KOppeKIn 1 KYHUPYIOies (pone
OOBCKTIINIOIO  yayumenus Hpotecee  nponeetns  madgepeson w/uim
WACKIION rroerrnieekoit repumm ocnonnioro saGosesanus, 13 narorenese
KPOBOTOMHBOCTH  1IABHYIO  pOJIL HIPACT  PHHCPHPOTCHHCMISE € PEIKIM
HOBBIHICHICM IBI3KOCTI KPOIK, SAMCJUICHICM KPOBOTOKH, TPOMOOUMH, CTasaMK 1
PUIpLIBAMIE MOJIKHX  cocy o, Oky ThiBanem rpomOotyrron  «mydrrobiy  Geska
HPHBOANT K X pyniciponainioit nenosonennoctn, MsGLrok MakporsoGysumg
Oanorupyer u koarynsnmoninii remocras PASHBIX  CI'O Tanax, HHrubupys
PARTIHBIC (DUICTOPLE CBEPTLIBAIIA WM BLICTY A3 B POJIH KOAIYJISIITA,
KpuoraoGysmemust, Hanbosee HUCTHIMK HPOSIBICHHUSIMH
KPHOTIOOYJIHIEMU sisisiorTest aprpaiarun ucocymerasn nypnypa. lopaxenme
KONCH == 9TO HPOJBICHNC BACKYJIHTA MCJIKHX COCY/IOB, YAIlC BCCIO B BHJIC
petmmpupytoneii nypiy put (70-90% cayuaen) na HKHUX KOHEHHOCTSX, KOTOPAst
MOXCCT PACHPOCTPAHSTHCH 1A TYJNOBHINE U Bepxuue koneunoctn, Coinn mMoxer
COCTOSTL M3 TIETEXHMILHBLIX DICMCHTOR, DPUTEMATOZHBIX, MANYJICIHBIX, S3BCHHO-
HCKPOTHUCCKUX,  ypTHKapHbiX  poichinannii,  Coinn - uacto  peunauBupyer,
Kynupyercst uepes  3—10  juieit, ocrapisier 1ocie  paccacbiBaus  yuacTkm
PHICPITHTMCHTAIMH  KOXCH.  SI3BCHIO-HCKPOTHUCCKHE  1TOPAKCHUS  CYILIECTBYIOT
Gosiee Jutnrennino uouacto unduipylores, Aprpairun ormeuaiores 8 40-80%
cllyuacn, WHONJI  Pa3BABAIOTCS  HEHPOBHBHLIC JIBYCTOPOHHNUE CHMMETPUUIbIE

HEJ1C(

JOPMUPYIONHE  apTPUTLI MCIIKMX W KpYnubIX cycrasos. B ominune or
OOJBHBIX pPeBMATOM/IBLIM aprpuToM arrrnrena K HHIKJIHUECKOMY
HHTPYJIHIMpoBatiioMy — rerrrnty  orpunarensinl, - B 20-55%  serpeuaercs
nopaxcenne nepudepuucckoil nepnnoii cucremnl, 00LIMIO 110 THITY AMCTANLHOM
nosimneiponaTnn. Uy rs pexce nopmkacrces HeHTpaibias neppHas cHeTema, uro
NPOABJIACTCH  TPAHSHTOPHLIMH - MIICMHUCCKUMH  QTAKAMH, WHCYJILTaMH W/ 1in
pazBuTHEeM  DHLCPAIONATHH,  CHIDKCHUEM  3petust n ciyxa,  Cumrromaruka
yeyryousierest B ciyuae passuTis ayToumMmy HHOi arpeccun narosoruueckoro lg-M

NMPOTHR  MHUCITHH=-CBAZAHHOIO  PVIHKOHNPOTEHHA, & TAKKE JPYIHX KOMITOHEHTOB
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HEPBHOM TKAHM, YTO NPUBOAUT K AMMHEIHHH3ALNY HEPBHBIX BOJOKOH

[Topaxkenne nouex nmpu KpuornobyIMHEMHYECKOM BaCKyJIUTE HabJonaercs
y 1/3 GonbHbIX, [Ipyrue nposBiaecHUs: CHAOAJCHHUT, BACKYJINT ME3CHTCPHANILHLIX
COCYJI0B, MOpaCEHHE JIETKKX M0 THI WHTCPCTHLHMANBHOTO Jerouroro ¢pubposa,
KOPOHApHBIH BAacKyJIWT ¢ pa3BMTHEM HH(papkra MHOKap/aa, IepHKap/nTa,
CEpAEYHON HeOCTaTOYHOCTH BeTpevaloTcs pexe. [I[pumMepHo y 3-10% nawuueHToB
O0OHapy)KHBAIOTCS  XOJOAOBLIE IeMarrlOTHHUHBI, KOTOpbIE  pearupyror ¢
aHTHTeHaMH 06OJTOYKH SPHUTPOLIUTOB MpH Temmeparype Hue 37 ° C, 4To NPUBOAHUT
K Pa3BHTHIO XPOHHUECKOH WMMYHHOH remonuThyeckoi anemuu. KiuHuueckne
NPU3HAKH MOSBJISIOTCA MPH OXJIaXJEHUH U TOJIBKO MPH BLICOKOM THTPE aHTHTE] —
Gonbime yem 1:2000 (1:8—1:64). XapakTepHbIMM KIMHHYECKMMH MpHU3HaAKaMH
ABJIAIFOTCS aHEMHUsI, CHHAPOM PeliHo, akpoLnaHo3, X0J1010Bas KpalTMBHHLA.

OTZHENBHYIO IPYIINy COCTABIIIOT CHMITOMBI, CBA3aHHBIE C OTIOXKeHHeM Ig-
M B Tkausx. [Ipy MB HabntonaloTcs 3Ha4MTENbHBIC HAPY LIEHUS cOOPKH MOJIEKY JTbI
Ig-M, Kora B OT/IHUME OT HOPMAJIbHBIX [TEHTAMEPHBIX MOJIEKYJ 00pa3yloTCs MOHO-
, IOW-, TpH- M TeTpamepbl. Mx oTnoxeHHst OGHapyXeHbl B KiIyOouykax Modexk,
KMIIEYHHKe, KOXE, YTO TMpOSBIAETCS MPOTEHHYPHEH, AHapeeH, TNOABIEHHEM
KOXHBIX [amyd HIM Y30B. IlapampoTeMHemuueckas HeppornaTus B BHAC
He(pOTHYECKOr0 CHHAPOMA C OTEKaMH, MPOTEHHYpPHEH, FUIONPOTENHEMHENR U
IHIIepXOJIecTepHHEMHEN BBISBIsETCS peako — 3,3%.

AMMIIOUI03, CBA3aHHBIA C TPEUMYLIECTBEHHBIM OTJIOXEHHEM B TKaHAX
erKkux uemeil UMMyHOrOGYIMHOB, BeTpedaercss B 5% ciyuaeB. OH mopaxkaer
raBHBIM 00pa3oM afBEHTHIHATBHYIO 060MOYKY COCY0B, CEPALE, A3BIK, JKENe3bl
BHYTPEHHEH CeKpeLHH, neprpepuueckue HEPBbI, MOUKH, nuMbaTHYeCKHe Y3JIbl,
pexe MedeHpb, CeNIe3eHKY H JIeTKHe . Takum o6pasoM, npy MB MoryT BCTpeyaTbes
camble DPa3HOOOpasHBIE MOPaKEHHS BHYTPEHHHX OpPraHOB, KOTOPBIE CO3/AOT
3HAauMTeNbHBIE TPYAHOCTH NpH AnddepeHLHanbHOM AWarHose ¢ JApYrHMMH
3a60/IeBaHUAMH, B 0COOEHHOCTH Yy JIULI T0XHKJIOro BO3pacra.

B uemom mami MB CcBOHCTBEHHBI XPOHHMYECKOE TEHCHHE, MELICHHAs

JUHAMHUKa pa3BEpPTLIBAHHA CHUMIITOMOB, a4 4aCTO H MHOTOJIETHUMH 6ecCHMIITOMHBIH
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neprox. [IpyHsiTo pasnnuats 3 Gopmer 3a6onepanus:

1) MOHOKIOHANBHAs ramMManaTys HeoTpeleJIEHHOr0 3HaueHHsI;

2) «tnetoman» (6eccumnToMHast) (opma;

3) cuMnToMaTHyeckas dopma (MpOmOMKHTENBHOCTE XKHU3HH OT 3 10 >15 net
B 3aBHCUMOCTH OT Pa3/IMYHBIX (aKTOPOB HEGNArONpPHATHOrO MPOTHO3a).

Hacrota Banorexyux (smoldering) popm pocturaer 18 %. ArpeccrBHble
¢opMEl  3aGoneBanwus, XapakTepusyromuecss — Hu3KoaH(DGepeHUHPOBaHHEIM
IJICTOYHBIM COCTaBOM, paHHEH MHeNOZernpeccuell H CIJIOHHOCTBIO K OYaroBOMY
OITyXOJICBOMY pOCTY, BCTpeyaroTcsi peako. OBBIYHO C TAKHMH CHMITOMAaMH

IIpOTEKaeT TE€pPMHHalIBHas CTaaus O0JIe3HH.

JdunarHocruka 3a6osieBanusi

CornacHo KIMHHYECKMM — peKOMEHHAIMAM 10 Makpornobynunemus
Banbaencrtpema onpesenensl amarHocTHYecKHe KPHTEPUH [UI1 YCTaHOBIIEHHS
Auar”osa.

Ilpu ycraHoBneHuM nuarHosa MB [oJKHBI MPHCYTCTBOBATh CJIEYIOIIHE
KPUTEPHH:

1. BBIABIICHME MOHOKIOHANBEHOrO IgM B KpOBH (HE3aBHCHMO OT YPOBHS
raparnpoTeHHa);

2.  uHOMIBTpaUHMs  KOCTHOTO  MO3ra  MAadbIMH NMMQOLIUTAMH,
MIIa3MOLHTOMAHBIMH KIE€TKAMH H IUIa3MaTHYECKHMH KIeTKamH (nuobdysHas,
WHTEPCTHLIHANIbHASA WU HOLYIspHAst).

Pemaromee 3HayeHne B auddepeHUManbHOH  IMATHOCTHKE UMEIOT
KJIMHHYeCKas KapTvHa (B 4YacTHOCTH, He3HauYWTeNbHasd JHMMbaleHONaTHs npu
BEepHULMPOBAHHOM TOPAKEHHH KOCTHOrO MO3ra), HATMYHE M ypOBeHb M-

npotenHa. B ciy4ae cexpeunn IgA u IgG 3aboneBanne nmarHocTupyercs Kak

nuMdona3MoLUTapHas TuMpoma.
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B nnaH ofcnepoBanuii, mnpd  MOAO3PEHHH  Ha MB, BXOIAT
obuieTepaneBTHUecKkoe obcnenoBaHue, BKIOYAIOIIEE B cebs; cbop xanod u
aHaMHe3a, (PU3HKaNbHBIA ocMoTp. O6s3aTe/IbHBIM ABJSIETCA  B3ATHE Pa3BEPHYTOro
aHanu3a KpOBH, OOLLEro aHaa13a MO4YHM, KOaryiorpammbl, OMOXHUMHUYECKOTO
aHanM3a KpOBH, BKJIIOvalolMi obs3are/ibHoe ONpEAc/ICHHE JIAI', Mo4eBO#H
KHCJIOTBI, MOYEBHHBI, KpeaTHHMHA, obuiero Genka, anb6yMHHa, 6unupy6ouna, ACT,
AJIT, wenoyno# pocdaTassl, KaabLKs, KAJIbLH.

PexoMeH/yeTcsi BBIMOJHUTE OMNpe/e/ieHne rpynibl KpoBH H pesyc-dakropa,
onpenenenue anthrena (HbeAg) Bupyca renaruta B (Hepatitis B virus) B KpOBH,
onpenenenue amtuten k Bupycy rematuta C (Hepatitis C virus) B KpoBH,
onpenenenune antuten knaccoB M, G (IgM, IgG) x Bupycy UMMyHOZepUIHTa
yenoseka BUU-1 (Human immunodeficiency virus HIV 1) B kpoBu 1S Y TOHUHEHASA
HaJMYMs COMYTCTBYIOLIEH MATONOTHH Yy TMALMEHTA H BO3MOXHOH HEOOXONUMOCTH
MOAH(HKALMK TPOTHBOOMYXOJIEBOH Tepanuu WM MPOBEAEHHS COIYCTBYIOLIETO
JleueHus

Bcem mauguentaM c¢ MB  nepen mpoBelieHMEM —TIEPBOH  JIHHHH
TNPOTHBOOIYXOJIEBOM TepalNHH PEKOMEHIYETCs BBIMONHUTE MCCIEN0BAHNE yPOBHA
6eTa-2-MHUKpOrI00yaMHa, KpHUOTIOOYIHHOB B KPOBH.

Bcem manueHTamMm ¢ MB  mepen  npoBeJeHHEM  [EPBOH  JIMHUH
MPOTHBOOMYXOJEBOH  TEpanHH  PEKOMEHAYeTCS  BBIMOJHWTbL  OMPENCTICHHE
COOTHOLIEHHM GENKOBBIX (pakuuit B KPOBH M B MOYE METOJOM 3NeKTpodopesa
Mcce1oBaHHe MOHOK/IOHAJIBHOCTH MMMYHOTTI00Y IMHOB B KPOBH U B MOY€ METOJIOM
HMMYHO(HKCAIMY /ISl BBISBICHHA MOHOKIIOHAJIBHOTO MMMYHOITIO0YTHHA

B HacTosllee Bpemsi yCTaHOBAeHO, uto moutH B 90 % cmyyaes MB B
aTONOrMUeCKUX  KieTkax  onpeaensiercs  Mytauus  L265P B rene
LMTONIa3MaTHyeckoro anantopHoro npoteuHa MYD88. Takum obpa3oM, BceM
naiueHTam pEKOMEHAyeTcs  BBIMOJIHUTE ~ MOJIEKYJIIPHO-TEHETHYECKOe
uccnenoBanHe ToueuHoi Mytauun P.L625SP B rene MYD88 metomom IILIP B

HHM(I)OHII&BMOLIHT&])HBIX KJ1eTKaX KOCTHOro mo3ra MOJIEKYJSApHBIM METOAOM Ha

nannyre mytanun MYD88 (L265P).
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Obs3arenshpiM - B MnepeyHu uccleJoBaHUHM  ABJIACTCS  MPOBENCHHE
CTEPHAJILHOW MMYHKUMH, C aHaJIU30M MMesiorpaMMbl, a TaK JX€ TMpOBEIACHHE
Tpernanbuoncuy ¢ MoyyeHue TUCTONOMMYECKOro Ipenaparta KOCTHOrO Mo3ra
(TpernaHoGHONCHsA), NAaTONOro-aHaTOMHYECKoe HCCiefoBaHHe — OHOIMCHHHOro
(onepauroHHOro) MaTtepuana KOCTHOTIO Mo3ra c NMpHYMeHEHHEM
MMMYHOTMCTOXMMHYECKUX METOJOB HW/MI¥M HMMMYHO(DEHOTHITMPOBAHUE KIIETOK-
npeawecTBeHHML B koctHoM mo3re (MMDT) knetok acnupara KOCTHOTO MO3ra.

Mopdonoruyeckuii cyberpar MB 6biBaeT pa3HbiM. Hallle B LHTOJTOTHYECKHX
mperiapatax — KOCTHOrO Mo3ra  npeoGnajaloT  KpymHble  THMGOLMTEI  C
M1a3MaTH3MPOBAHHON LIMTOMIA3MOM, B BAKYOIsX KOTOPOH MOXHO BBIABUTH PAS-
no3uTuBHble Genkosbie Bkiovyerus PIgM. Hapsny ¢ HuMu obHapy KHBaeTCs MHOIO
MOHOLMTAPHBIX  KJIETOK, HAMOMHMHAIOWMX KJIETKH TpH  HHQpEKUHOHHOM
MOHOYKJI€03€, M OOBIUHBIX MalbiXx nuMpouuToB. Hepeaxo mopdosorudeckue
npu3Haki MB MaIeHTHYHBI BOJIOCATOKJIETOYHOMY Jieiko3y. [IPuMepHOB NMoNI0BHHE
cllyyaeB yBeJIMYEH MpOLEHT [a3MaTH4YecKuX kieTok. Ilpumecs ninasMOUMTOB
MoxeT gocturath 10-20% cpeiy JTMMOTAHBIX 3JIEMEHTOB OCHOBHOro cybcrtpara
onyxonu, npuyem IgM — CeKpeTHpYIOLMMH ABIAIOTCA Kak MMQOWAHBIE, TaK M
rnaasmMaTHYecKue M nepexoaHsle (JOpMbI KIETOK. B OTAENBHBIX CllydasX YBEIH4YEH
MPOLIEHT 1abpoLKMTOB (Ty4HBIX KIETOK). Y HEeKOTOpPBIX 60MBHBIX MOPhoIOTHYecKas
KapTMHa KOCTHOMO MO3ra He OTJIMYMMa OT TaKOBOH IpH XPOHHYECKOM
numpounraprom neiikosze (XJUI). Tlpn wuccnenosanuu B QJIEKTPOHHOM
MuKpockore B JUMGQOMAHBIX diemeHtax npu MB B omivuue OT OOBIYHBIX
NUM(OUMTOB OGHAPYXKMBAETCS XOPOLIO Pa3sBUTAf JHAOMIA3MATHYECKas CETb, B
LIMCTEpHaXx KOTOpOH COJIEPIKHUTCA [gM - CBUIETENBCTBO
MaKkporno6yIHHCEKpeTHPYIOLLEeH (PyHKLMH KIIETOK.

'MCTONOrMUeckd B KOCTHOM Mo3re uaiue (puMepHO B 65% HabmoneHuit)
BpigBisiores  Aupdy3Ho  TUMQPOUIHO-TIIA3MOKIIETOTHAS uHQUIBTpaUUs, B
OCTa/IbHBIX CyUasx Ha (pOHE MOJMMOP(HOro KOCTHOrO MO3ra MpHCY TCTBYET JIHIIb
rpuMech JTUM(OLUTOB, MIa3MOLMTOB M MEPEXONHBIX KIETOUHBIX dopm. Yacto

BCTpe4acTCA (I)H6p03 CTpOMBbl  KOCTHOTO Mo3ra, HEpEAKO 3HA4YHUTECJIBHO
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BbIPa)KEHHBIH.

LluToreHeTHka. Y 60bLIMHCTBA GONBHBIX 0OHAPYKUBAIOTCA KITOHBL KIIETOK €
Pa3MYHBIMH KaK YMCIOBBIMH, TAK U CTPYKTYPHBIMH XPOMOCOMHBIMH aHOMATHAMH.
Yauie BoBnekatoTcs xpomocomsl 10, 11, 12 u 20. JInwb B OTACTBHBIX Clydasx
HAGMIONAIOTCS CTPYKTYpHble aHOMAJIHM KapUOTHKA, CBHIETENBCTBYIOIHE O B-
kneToyHoit npupome MB: t (8;14) u t(14;18), B pesynpTaTe Hero NpOHCXOIMT
aKTHUBALMsA c-myc- ¥ bcl-2- oHKOreHOB.

MmmyHopenoTun.  Knetku — omyxonmesoro — cyberpata  MpH MB
skcnpecccupytor PIgM kak Ha cpoeit mnosepxHoctH (slgM), Tak M BHYTPH
uurtornasmel (cIgM). Dkcnpeccust sIgM cyiecTBeHHO MPEBATHPYET. Hmeet MeCcTO
BBIp@)KeHHas KCIpeccHs Takux B-kneTounsix anturesos: CD 19, CD 20, CD 22,
CD 79a. Knetku cnabo-nonoxurensusl Ha Hamuure CD 10 (MoxeT OTCYTCTBOBATh),
CD 21, CD 25, CD 38, CDc. Dkcnpeccus CD 5, CD23 He XapaKTepHa, XOTA MOXET
BCTpeyaThCsl U He ABNseTcs pakTopoM, Hekioyaromum MB.

HMIMMyHOXHMHYeCKUH aHau3 GelKOB ChIBOPOTKH KPOBH M MOUYH. IgM npu
MB xapakTephsyeTcsi pa3HOOODa3HBIMH HapyLIEHMAMH COOPKH MOJIEKYJIBL. B
OTJIMYHH HOPMAJIBHBIX IEHTaMEPHBIX MOJIEKYJT CEKPETHPYIOTCSA MOHO-, AH-, TPH — H
TeTpaMepsl MMMyHOTIOGynIMHa B pasHEIX COOTHoweHHsX. Kpome Toro,
onpenensaoTca cBoboausle nerkue (L) Lend coOTBETCTBYIOLIMX PIgM - 6enok
Benc-JIxoHca.

B KOMIUIEKC HHCTPYMEHTAIBHBIX METOIOB HCCJIENOBaHMH  BXOJIAT:
PEHTIeHONIOTHYECKOe HCClIeJloBaHHe KOCTeH CKeeTa (peutreHorpacus H/HIH
xomrmstoTepHas Tomorpadus), KT opraHoB rpyaHo# KNeTKH, OpIOLIHO# MOIOCTH H
3a6PIOLIMHEOTO TPOCTPAHCTBA, Y/IHTPa3ByKOBOE HCCIIENOBAHHE BCEX [Py
MUMQOTHYECKHX y3I0B, OpPraHoB OpIOWIHOW MOJOTH K 3a0pIOLIMHHOTO
NpOCTPaHCTBA.

[Ipy nogo3peHHH Ha aMHIIOMAO3 CepAlla PEKOMEHIYeTCs BBIAOJHHMTE —
HccaenoBaHue YpoBHA N- TepMHHANBHOrO (parMeHTa HaTpUHYpETHYECKOTO
TpOMENTHAA MO3TOBOr0 B KpoBH M OXOKT'.

Heo6x0aHMa KOHCYJIbTALHs BpauoM-0()TaJbMOJIOrOM ¢ OCMOTPOM IJ1a3HOTO
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JIHA JJ18 JHAarHOCTHKH OCJIOXHEHHK CHHIOpoMa THMEepBA3KOCTH.

JleueHnue

Boi60p MPOTPaMMEI JledeHus 3aBHCHT OT BO3PACTa MalMeHTa, 0COOeHHOCTER
Teyenus MB, ypOBHS LMTONEHHH, Heo6XOAMMOCTH Goiee OBICTPOH pedyKIHH

OITyXOJTH, COITy TCTBYIOLMX 3a00/I€BaHHH.

He PEKOMEHOYETCA HadYHHaTh CI'ICI.IHCI)H‘-ICCKY}O Tepaliiro rmanyeHTam ¢

Tneromei (6eccumnToMHo#) MB.
[lamenTaM ¢ BrepBble BepuuuupoBaHHOH MB — peKOMEHIYIOTCA

[IpOrpaMMBl, BKIIKOYAIOIIHE PUTYKCHMaO.

115t IeYeHns TALHeHTOoB C BIIepBBIe JHATHOCTHPOBaHHOH MB ¢ CHHIPOMOMM
TUTIEPBA3CKOCTH, PEKOMEHTYIOTCS IIPOrpaMMBI TIOJIMXHMHOTEPANHH € BKIIOUCHHEM

Gopresomuba: BDR, RB, a y manueHTOB ¢ HENEPEHOCHMOCTBIO pHTyKCcHMaba —

COYETaHHUE 60pTGSaMI/I63. C JeKCaME€TAa30HOM.

Tak e B TlepBOHl JIMHHM JledeHHe pekoMeHOyercs pexuMm R-B

(puTyKCMMa6+6eHIOMYCTHH). bBeHJaMyCTHH, MpPOTHBOOIYXOJNIEBEIH Ipenapar,
COYEeTaIOMIHii CBOMCTBA ATKMITHPYIONIETO COeqHHEHHUS U Ty pHHOBOTO aHasora. [Ipu

IIpOBENEHHH ﬂaHHOﬁ CXEMbI 0053aTeNBHO Ha3Ha4Y€HHUCE l'IpOCbHJ'IaKTPIKPI

ITHEBMOLIMCTHOH ITHEBMOHHH.

B Tepanuy epBHYHBIX MalueHToB MB Tak e HCIOJIB3YIOTCA POrpaMMEl,
coueTaroliMe nuknopocthamua, putykcumad u koptukoctepounsl (RDC, R-CHOP,
RCP). /lanHble mporpaMMBel HCTIONB3YIOTCS Y MaureHToB npu MB ¢ ciHuHIpoMoM

FHIIEPBA3KOCTH, GONBLIMMH Pa3MepaMH J1/y WM CENIE3EHKH, KpHOTIo0y THHEMHEH,
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B Hacrosiee BpeMsA B rnepBod JMHWH Tepanuud aKTHBHO IPHUMEHSICTCH
WHTHOHUTOP THPO3MHKHMHa3bl BpyTona - U6pyTHUO B CyTO4HOH no03e 420 mr.
Hauny4iuve pesynbTaTsl Nevenus qocturarotes y MALUMEHTOB ¢ MyTanuei MYDSS.

Y MOXHIILIX NaLKEeHTOB B KauecTBe Tepaliu MepBOii IHHUH B MOHOPEKHME
WM B COYETAHHH C KOPTHKOCTEPOHIaMH TIPUMEHSIIOTCS alTKUIHPYIOLIHE [Tperaparsl
(xnopam6ytmn).

B xadectBe monmepiuBarowweil Tepanuu HCMoTE3yeTCs pUTYKCHMab 110 375
MI/M2 Kaxcaple 3 Mecsna B Te4eHHe 2 Jer.

Y nauuenToB ¢ peuuansamu MB BBIGOp MPOrpaMMBl JI€YEHHs 3aBHCUT OT
MpelIIECTBYIOIEH Tepan1y, IIHTENbHOCTH PEMHCCHM M BO3pacTa IalMeHTa,
COMyTCTBYIOLIEH NAaTOJIOTHH U OCJIOKHEHHH MEPBUYHOTO JIEUEHHUS.

TIpy no3aAHKMX peuuHBaX BOIMOXKHO HCTIONB30BaHHE PHMEHSIBIIMXCS PaHee
METOZOB JieueHHs. [lis leveHus paHHUX peLrauBoB MB (pemuccus MeHee roza), a
TaKk K€ TpM pedpaKTepHOM TEYeHMH GONE3HM CledyeT mNepeXOuTh Ha
aJIbTEPHATHBHYIO [IPOrpaMMy JICYEHHS.

Hanbonee spdexrrBen npu pennaupax u pedpakTepHoit MB GenmaMycTHH ,
B COYETAaHHH C PUTYKCHMabOM.

Hcnonssyercs Monotepanus H6pytunubom. O6maas 3QPeKTHBHOCTE

nedeHus coctasnseT 90,5%.

B apcenane nedeHus nauMeHTOB ¢ peuuanBamMd MB HMMEIOTCS BBICOKO
s¢pexrrBHBIe MporpamMmMsl FR (dhnynapabun, purykcuma6) unu FCR (dnynapabun,
uuknopochamun, putykcumad). JlaHHble MporpaMMBl XapaKTepU3YIOTCS, YaCThIMH

H ONTUTEJIBHBIMHA LIUTOINIEHUSIMU.
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Boismoixiio PACCMOTPCHMSI  BAPHAHTA  OCYHIECTBICHHUS  BbLICOKOJIO3HOH
XumuotTeparuu ¢ nocnejyionieii ayroTlI'CI

Jleuenne ocnoncnennit makporobynunemun Banbaencrpema

[pn rsxesioit niepudpepuuccioii nonuneliponarnu npumensTs KOMGUHALNH
R-CP u DRC ans Gousiee Buipaxcennoro cimicenus napanporenna, [ sedenus
[gM-accoumnmnpoBanoilt  nepudepricckoil  noJauHeHponaTuu  BbIMOJIHSIOT
poueaypobl riasmadepesa.

Y nauuenros  MB  npu  HaiMuuMM  CHHJpPOMA  TMIIEPBSI3KOCTH,
KPHOrIOGYJIMHEMHK JicueHne HauuHaTh Tepanuio ¢ riasmadepesa [uisi ObicTporo

CHHIKCHHMS YPOBISI MOHOKJIOHAJILHOTO OeJika.

Ouenka a9 peKTHBHOCTH JiCHCHHSI

[Tonuas pemuccusi (I1P): wopmansubii  yposeus IgM, orcyrcTBHe
MOHOKJIOHaJIbHOrO  ©enka B CLIBOPOTKE KpOBM M MOYe [0  JIAHHBIM
UMMYHO(HKCAMHU; OTCYTCTBHE HMH(PUIBTPALMM KOCTHOrO MO3ra Mo [AaHHBIM
FUCTOJIONHYECKOr0  MCC/IeIoBaHus,  OTCYTCTBHE  JIMM(OaNEHOMNAaTHH U
oprasomeraiuu (ecinu onpeaensiuch ucxoaHo) no gandeiM KT, orcytcTBHe
cumnromos MB. Jlns noareepxeHus 1P HeobxoaumMo nMoBTOPHOE HCCle0BaHKe
M-rpajiMeHTa METO0M UMMYHO(HKCALIUH.

Ouenb xopowas uactudmas pemuccust (OXYP): cuieHne ypoBHs
mMoHoKIoHanbHoro IgM cbiBoporkk KkpoBu Ha 90% u Gonee M yMeHbLUEHHE
pa3mepoB JMM(poaseHonaTHi/opraHoMeraiuu (eciiu Ornpeessinch MCXOJHO), MO
JAaHHbIM (pu3nkansioro obenenosanus unu KT, OTcyTcTBHE HOBBIX CHMITOMOB
aktuBHoi MB.

Yacruunas pemuccus (UP): cHmienne ypoBHsi MoHoknoHanbHoro IgM
coiBopoTkM  kpoBu Ha  50% wm  Oomee M ymeHblIEHHE  pa3MepoB
numoazeHonariu/opraHomeraniu (eciv onpeaensinch MCXO/HO), 1O JAAHHBIM

(h13nKaNLHOro o6cneposanus uian KT, OTcyTcTBHE HOBBIX CHMITOMOB aKTHBHOM

MB.
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Munnmanbiblii  OTBET:  cHuKEHME  YPOBHS — MOHOKIOHATBHOTO [gM
CbIBOPOTIKH KpoBH Ha 25% u Gonee, Ho menee 50% OTCyTCTBME HOBBIX CHMIITOMOB
akTuBHON MB,

Crabunusauus (Cr): cumenue menee 25% wnnm ysennuenue meree 25%
YPOBHs MoOHoKIOHAIbHOrO 1gM  chiBopoTkyu Kposu menee 25% 6Ge3 MpU3HaKOB
HapacTanus  JIUM(OAJCHONATUH/OPraHOMErajiuk, LUTOMNEHUI MK  KIMHAYECKH
3HaYMMbIX CHMNTOMOB, CBI3aHHbIX ¢ MB.

[Iporpeccus 3aGonesanus (I13): ysenuyenne YPOBHSI MOHOKJIOHaTbHOTO IgM
CbIBOPOTKH KpoBH Ha 25% u Gojee MpWH MOBTOPHOM MCCENOBAaHUM MU
[porpeccupoBaHe KIMHHYECKH 3HaYUMbIX CUMIITOMOB 6oJie3Hu (HeoObsIcHUMAs
uxopanka 38,4 C, nounas rnoTiMBOCTD, roteps Beca Tena Ha 10% u Gonee WM
CHHAPOM THNEPBSA3KOCTH, HEHPOMaTHUs, CHMITOMAaTHYeckas KpHOrIo0yIHMHeMHs

MM aMHJTIOM103), CBsi3aHHbIe ¢ MB.
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