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Hu4eckoro cinyvas. MB — penkas numdo-muenonutapHas nuMdoma, XapaKTepu3yIomascst Bbl-
paboTKOI MOHOKJIOHAJIBHOTO UMMYHOTIIOOyIMHa M. MOHOKIIOHAJIbHAS TaMMaraTus 4acTo Tpe-
mecTByeT pa3Butuio MB. IlpeacTaBieH ciiydaili MOHOKJIOHAJILHOM ramMManaTHH, COYETaIOIIUNCS
C KPHOTI00YIMHEMHEH, TIOBBIILICHHBIM YPOBHEM aHTUHYKJICAPHBIX aHTUTEN U PEBMATOUIHOTO (hak-
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HBIM apTPHUTOM U JIPYTUMH 3a00JI€eBaHUSIMU.

KuaroueBsble ciioBa: makporinoOynnHemMus: Banpaencrpema; uMMyHOTrIIo0yinH-M; peBMaTOU IHBIH
(hakTOp; MOHOKJIOHATILHAS FaMMAaIlaTHsL.

WALDENSTROM MACROGLOBULINEMIA: DIAGNOSTICS

IN CLINICAL PRACTICE

© Natal’ja YA. Dzeranova, Ekaterina YU. Kudryashova, Anna V. Nikitina, Viadimir A. Isakov

Saint-Petersburg State Pediatric Medical University. 194100, Saint-Petersburg, Litovskaya str., 2

Contact Information: Natal’ja J. Dzeranova — PhD, Professor of the Department of Faculty Therapy named after the

professor V. A. Valdman. E-mail: vlisak@mail.ru

Abstract. Waldenstrom macroglobulinemia (WM): literature review and clinical case report are
presented. WM is a rare lymphoplasmacytic lymphoma with immunoglobulin M (IgM) monoclonal
protein. WM is often preceded by monoclonal gammopathy. The case of a 79-year old woman
with immunoglobulin M gammopathy, cryoglobulinaemia, elevated level of rheumatoid factor and
antinuclear antibodies is reported. Differential diagnosis of WM, rheumatoid artrithis and other
deseases is considered.
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0b30P /INTEPATYPbI

Cornacuo ompenenenuto BO3 (2008) makpo-
mmobynmuaemust Bansnencrpema (MB) ompenens-
eTcs Kak B-kierouHas nuMmQoruazMonuTapHas
nuMpoma, TSI KOTOPOH XapaKTepHO BOBJICUEHHUE
B OITyXOJIEBBIN MpPOIlecC KOCTHOTO MO3Ta W HallH-
Yre MOHOKJIOHAJILHOTO HMMYyHOrooynuHa-M (Ig-
M) B sro60# KoHTIeHTparwmu [12].

Otuosiorust u maroreHe3 MB, kak u japyrux
muMQpOM, T0 HACTOAIIETO BpeMeHH HE sCHBI. O0-

CYXJaeTcsl POJib TeHETHYECKUX (DAaKTOPOB, BIIUS-
HHUE paJMalMOHHBIX BO3JIECHCTBUN, XUMUYECKUX
MYTareHOB U BUPYCOB. B kauecTBe CyleCTBEHHO-
ro dakropa pucka MB paccmaTpuBaeTcsi Hajuuue
B aHaMHe3e [gM-MOHOKIIOHaNbHOUW ramMmanaTuu
HEYTOUYHEHHOTO TeHe3a. MHorojeTHUEe HaOIO/Ie-
HHUSI NIOKa3bIBAIOT, YTO OTHOCUTENIBHBIM PUCK pa3-
BHTHSI OITyXOJEBOTO 3a00JeBaHUS Yy OOJbHBIX
¢ IgM-MOHOKJIOHAJIBHON TaMmanaTueil yBeJIMYeH
B 0,5 pa3. [Ipuuem Haumbosee xapakTepHa TpaHC-
¢dopmanus B MB, 3a0boieBaeMOoCTh KOTOpPO# Ha-
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MHOTO OIlepexaeT TpaHC(HOPMAIIHIO B IPYTHE BO3-
MOXHBIE JuMponponndepaTUBHbIC 3a00JCBaAHUS
(MHOXeCTBEHHAs MUEJIOMa, HEXODKKHHCKAs JTUM-
¢doma, xponndeckuit tumdoneiikos) [4, 6, 8].

C apyroil CTOpOHBI, PETPOCTIEKTUBHOE HCCIIe-
noBaHue 00JIbHBIX ¢ MB moka3biBaeT, 4To Mmodtu
B TOJIOBUHE CITy4yaeB MOSBICHUIO KIMHUYECKUX
CHUMIITOMOB TPEIIECTBYEeT MOHOKJIOHAIbHAS TaM-
mamnarus [14].

PacnipocTpaHeHHOCTh MOHOKJIOHAJILHOW TraMm-
MarnaTuyd HEyTOYHEHHOTO IeHe3a JOCTaTOYyHO Be-
JInKa, 0COOCHHO y JIMI] MOXKIIOTO Bo3pacta. OHa
BcTpedaercs B 5,3% ciyvaeB y sian ctapie 70 get
u B 7,5% — y nux ctapiie 80 JeT, oqHAKO y Moja-
BIsitomero OonmpmuHCTBA (63%) KOHIEHTpaIus
MATOJIOTHYECKOT0  MMMYHOIIIOOYIHHA  OTHOCH-
TEJIbHO HEBEIMKa — MeHee | I/mI, U TOJBKO
y 4,5% — mnpessbiana 2 r/an [7].

Puck Tpanchopmanmmu B omyxonb 3a 5, 10,
15 ner cocraBusger coorBercTBeHHo 10%, 18%,
24%, B cpennem — 1,5% B rox. Ilokazano, uTto
MporpeccupoBaHre 3a00JeBaHUS 3HAYUTEIHHO
YCKOPSIETCS, €CJIN UMEIOTCS IOTIOJIHHUTEIbHBIC He-
OnaronpusTHbIE (PAKTOPHI, TAKHUE KAK: MOBBIIICHUE
YPOBHSI MOHOKJIOHAJIBHOTO M-MMMYHOTJI00yIIHHA
Oonee 1,5 r/An ¥ MOBBIIEHHOE CONEPIKAHUE JIET-
KHUX IeTeld IMMYHOTJIOOYJIMHOB B CBIBOPOTKE [4].

OcobOeHHO ObICTPO 3a0o0JieBaHHE HAYMHACT
MPOrPECCUPOBaTh NMPU HAIWYNH TaK Ha3bIBAEMOM
Ipemitomiedr MB, npu koTopoil mMeeTcst Bblpa-
KeHHas MOHOKJIOHanbHast IgM rammanarus (60-
nee 3 v/am) n numdoruTazmanuTapaas HHQUIBTpa-
1us KocTHOro mo3ra (oosee 10%), ogHAKO OTCYT-
CTBYIOT JIOObIE KIWHWYECKHE Tmpu3Haku MB,
B YaCTHOCTH aHEMUS, KOHCTUTYLIMOHAJIbHBIE CUM-
NTOMBI, JIUM(}OAJCHONATHS, T'elaToCIICHOMEeTa-
JIUSL, THUTIEPBA3KOCTH KPOBH U p. CKOPOCTH TpaHC-
(dhopManuu U3 «IpeMIIoNIei» B cuMnToMHy0 MB
cocraBisgeT 3a 1 rom — 6%, 3a 3 roga 39%, 3a
5 net — 55%, 4TO 3HAYUTEIHHO BHIIIE TPUBEICH-
HBIX BBITIC 3HAYCHUN MporpeccupoBanus [3—5].

B psne cnyuaeB teuenue IgM-MOHOKIOHATb-
HOM rammanaruu MoXxeT ObITh M JoOpokaue-
CTBEHHBIM. Y TaKWX IMaIEHTOB B KPOBH TPHU
NEeKTPOPOPETUYECKOM U HMMYHOXHMHYECKOM
o0creT0OBaHNH OTpEeseTcs] MOHOKIOHATbHBIN
UMMYHOTTIOOYJIMH, OJJHAKO HET YBEJIUYCHUS JTUM-
(haTnyecKux y3J10B, IICUCHH U CEIe3eHKHU, HET Xa-
PaKTepHOW KapTHHBI KOCTHOTO MO3Ta, a KOHIICH-
Tpauusi UMMYHOITIOOYJIMHA € TOJaMU HE YBelu-
YUBAETCS.

Huarnocruka MB B HavallbHBIX cTagudx 3a-
OoneBaHMA JOCTAaTOYHO 3aTPYAHHUTENbHA, T.K.
00JIe3Hb TMPEJICTABICHA JIMIIb OONIMMHU CHUMIITO-
Mamu. OtMedaroTcst cnabocTh, YTOMIISIEMOCTD,
CHIDKEHHE pab0TOCTIOCOOHOCTH, OIIyIIEHUE YCTa-

JIOCTH, OTCYTCTBHE YJIY4YIIEHUS CaMOYYBCTBUS
MocJie CHa, MOCTeNeHHas MoTepsi Beca, CTaOMIIb-
HO€ WM NEPUOANYECKOE TTOBBIIICHUE TEMIIEpaTy-
pBl 10 cyO¢eOpunbHbIX HU(p, TOIOBHBIE 00MH,
TOJOBOKPY’KECHHMS, MOBBIIIEHHOE MOTOOTAEIECHUE,
aprpanruu [1].

Boree xapakTepHble CHMITOMBI CBSI3aHBI C pa3-
BUTHEM I'HIIEPIIIACTUYECKOTO CHHAPOMA, KOTOPBIN
OTMEYAeTCsl MOYTH y TOJIOBUHBI OONBHBIX MB.
Bo3MoxxHO OeccMMITOMHOE yBennueHne JuMda-
TUYECKUX Y3JI0B JIO0OH JIOKaIn3auuu, yBeJaude-
HUE pa3MEepoB IEYEHU U Cele3eHKH. B pemkmx
Cy4asix BOBJIEKAIOTCS JETKHE, YTO CO3/1aeT KapTH-
HY JIETOYHBIX WHQWIBTPATOB, VY3J0B W JaKe
IJIEBPAIILHOTO BBINIOTA. Peko BcTpedaroTcst octe-
OJINTUYECKHE MOPaKEHUs U NMEepUBACKYJIIpHas UH-
¢bunpTpanus romoBaoro mo3ra [1, 10].

KnnHnueckuil aHanu3 KpoBU MOXKET JUIMTEINb-
HOE BpeMs OCTaBaThCsl HOPMAJIBbHBIM. 3aTeM OIy-
XoJyieBasi MH(QUIBTpAIMsT KOCTHOTO MO3Ta IocTe-
MEHHO MPUBOJIUT K Pa3BUTHIO aHEMHUHU M TPOMOO-
UTONEHUH. XOTsI, CHUKEHHE IPUTPOLUTOB MOKET
ObITH 00YCJIOBJICHO U BTOPUYHOH ayTOMMMYHHOM
reMOJINTUYECKOM aHeMuel, xapaktepHoit 1 MB,
Y IOBTOPHBIMH KpoBonotepsaMu. Konuuectso nei-
KOLIUTOB M JIEHKOIMTapHas (QopMyla MEHSIOTCS
Mmano. [losBrnenue nelkonnTo3a OOBIYHO CBS3aHO
C TpucoeauHEeHHEeM BTopuuHOW MHGpeKkuuu. Cxo-
pPOCTb OCEeAaHusi IPUTPOLUTOB B OOJBIINHCTBE
CIy4yaeB 3HAYMTENIBLHO IOBBIIIEHA, OJHAKO, MpHU-
MepHO y 15% OonbHbIX He TpeBbimaeT 30 mm [1].

[Tpumepno y 15% OGonbubix MB Bcrpeuaetcs
CHHJIPOM IOBBILIEHHON BA3KOCTU KPOBU, KOTOPBIH
BO3HHMKAET BCJIEACTBHE LUPKYIALIHH B KpPOBH
OOJNIBIIMX MOJIEKYJl MMMYHOIIIOOyianHa M M uXx
arperamnuu ¢ ApyruMy OeIKaMu KPOBH.

CHHIpPOM TIOBBIIIEHHON BS3KOCTH IMPOSIBIISETCS
HapyUICHUSIMUA TIepUPEPHUECKOTO KPOBOTOKA, He-
BPOJIOTMYECKON CHUMITOMATHKOW, W3MEHEHHAMHU
1a3Horo JHa. Bo3MoxHO nporpeccrpoBaHue KOpo-
HapHOM MaToJIOruu, pa3BUTHE CEPIEUHON HelocTa-
TOYHOCTH C BBICOKHUM CEPJCYHBIM BEIOPOCOM B CBSI-
31 C YBEJIMYEHNEM OCMOTHYECKOTO JaBJICHNS KPOBU
U YBEJIMYEHHEM BHYTPHCOCYAUCTOTO 00bEMA.

B HekoTOpbIX ciydasgx OTME4aeTcsi KPOBOTO-
YUBOCTh KOKH U CIM3HCTBIX, @ HHOTAA U KPOBO-
TEUEHHUs] U3 CIM3HMCTBIX 00OJIOUEeK: JECEH, HOoca,
KHIlIeuyHUKa. [[puunHON reMopparu4eckoro CUH/-
pOMa CUMTAIOTCS] HapyILIEHUsl aJAre3UBHON U arpe-
ranoHHONH (QyHKIMH TPOMOOIIMTOB BCJIEICTBUE
OKYTBIBaHHS OCJIKOM, YTO BBI3bIBACT UX (DYHKIIHO-
HaJbHYIO HEMOJHOIIEHHOCTb.

CHHIpPOM IOBBILIEHHOH BSI3KOCTH MHOIJA CO-
YeTaercs C SBICHUSMH KPUOTIOOYIWHEMHH, II0-
CKOJIbKY uupkynupytomue [g-M moryt mnonsep-
rarbcsl MPEeHUIUTAMN [IPU TeMIlepaTypax HHKe
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37°C, To ecTh 00namaTh CBOHCTBAMHU KPUOTIOOY-
nuHOB. KpHOrmoOyauHbBI ONpeAensioTcesl npuMep-
HO y 20% OonbHBIX MB, HO MeHbIe 5% UMeEIOT
CBSI3aHHBIC C HEHW KIIMHUYECKHUE CUMITOMBI [15].

HawnbGomnee gyacTeIiMu TIPOSBICHUSIME KPUOTIIOO0Y-
JMHEMHUU SIBIISTIOTCS apTPAIITHH U COCYAMCTAs Typ-
niypa. [lopaoicenue kootcu — 3mo nposenerue 8acky-
JIUMa MeKux cocyoos, dalie BCero B BUJE PeIi/Iv-
Bupytouiei myprypsi (70-90% ciy4aeB) Ha HIIKHUX
KOHEYHOCTAX, KOTOpas MOXET PpacIpOCTPaHITHCS
Ha TYJOBHUIIEC U BEPXHUE KOHEUHOCTHU. ChIIb MOXKET
COCTOSITh M3 MIETEXUATBHBIX JIEMEHTOB, IPUTEMATO-
3HBIX, MAMYJIE3HBIX, I3BEHHO-HEKPOTUIECKUX, YPTH-
KapHBIX BBICHIMAHUN. CBHINb 9acTO PEIUIUBUPYET,
kynupyercsi depe3 3—10 gHe#t, ocraBiser mocie
paccachlBaHUs yYaCTKU TUIIEPIUTMEHTAIUU KOXKU.
SI3BEHHO-HEKPOTHYECKHUE MMOPAKEHUS CYIIECTBYIOT
OoJiee JTUTEIHHO U YaCTO HH(DUITUPYIOTCA.

Aptpanrun otrmeuarorcst B 40-80% ciyuaes,
WHOT/Ia Pa3BUBAIOTCS HEIPO3UBHEIE JIByCTOPOHHUE
CUMMETPHUYHBIE HEACHOPMUPYIOIIUE aAPTPHUTHI
MEJIKUX M KPYyITHBIX CyCTaBOB. B oTiimume ot 001b-
HBIX PEBMATOUIHBIM APTPUTOM AHTHUTENA K LIUKIHU-
YECKOMY IUTPYUTMHUPOBAHHOMY TENTHAY OTPH-
LaTEJbHBI.

B 20-55% BcTpeuaeTcs mopaxkeHue nepude-
pHUYECKOW HEPBHOW CHCTEMBI, OOBIYHO IO THITY
JUCTAIBHOW nonuHedponaruu. YyTs pexe nopa-
JKaeTcs IEHTpaJibHasg HEepBHAs CHUCTEMa, YTO IMpPO-
SIBJISIETCS] TPAH3UTOPHBIMH MIIEMUYECKIMHU aTaKa-
MU, UHCYJIBTAaMU W/WJIM Pa3BUTHEM 3HIIe]aorna-
THH, CHIKEHUEM 3peHus u ciryxa. CUMITOMaTHKa
yCyryousieTcsi B Cliy4ae pa3BUTHsI ayTOUMMYHHOU
arpeccun namonozuyeckoeo 1g-M npomue mue-
JIUH-CBAZAHHO20 2IUKONPOMEUHd, a makoice Opy-
2UX KOMNOHEHMO8 HEPEHOL MKAHU, YMO NPUBOOUMN
K OUMUETUHU3AYUY HEPBHBIX 8010KOH [11].

ITopaxenue moyexk mpu KPUOTIOOyTHHEMHUYEC-
CKOM BackynuTe HaOmromaercss y 1/3 OOIBHBIX.
[pyrue nposBieHus: CUaT0aCHUT, BACKYIUT Me-
3eHTepUaJIbHBIX COCY/IOB, TOPaXXeHHE JIETKUX TI0
TUITy WHTEPCTHIHAIBLHOTO JIero4yHOro ¢uodposa,
KOPOHApPHBIN BAaCKyJUT C pa3BUTHEM HHQapKTa
MHOKap/ia, MepuKapanTa, CEPIeIHON HEJOCTATOU-
HOCTH BCTPEUAIOTCSI pPexKe.

[Ipumepno y 3—10% manmeHToB 00HApYKHBa-
FOTCS XOJIOZ0BBIE T'€MarrIIOTUHUHBI, KOTOPHIE pea-
TUPYIOT C aHTHUTCHAMHU OOOJOYKH DPUTPOIUTOB
npu temmneparype Huwxke 37 °C, 4TO TPUBOAHUT
K Pa3BUTUIO XPOHUYECKOM UMMYHHON TeMOJIUTH-
yeckoi aneMuu. KnimHnueckue npu3Haku MmosiBIIs-
FOTCSI TIPU OXJIAKJECHUU U TOJBKO TPH BBICOKOM
TuTpe antuten — Oonbire uem 1:2000 (1:8-1:64).
XapakTepHbIMA KIMHHYECKUMHU IMPU3HAKAMH SB-
JSAI0TCSL aHeMus, cuHiapoMm PeifHo, akpolnuaHos,
XOJIO/IOBas KParvBHHUIIA.

OTaenbHYI0 TPYIIy COCTABISIIOT CHMIITOMBI,
CBs3aHHble C omiokeHueM Ig-M B Tkausax. IIpu
MB mnabmronatorcss 3HauMTEIbHBIE HAPYIICHUS
cOopku MoneKyisl 1g-M, Koraa B oTauuue oT HOp-
MaJbHBIX TIEHTAMEPHBIX MOJIEKYJd O00pa3yroTcs
MOHO-, I1-, TPU- U TeTpaMepsl. MX oTnoxeHus o0-
Hapy’>KeHBI B KIIyOOUKax MMOYeK, KUIICYHHUKE, KOXKE,
YTO MPOSIBIISIETCS MPOTEUHYpPUEH, Trapeei, MmosiB-
JIEHUEM KOXHBIX mamyn win y3nos. Ilapanporen-
HeMH4ecKast HeponaTus B BUAe HEPPOTHIECKOTO
CHUHJApPOMa C OTEKaMU, IPOTEUHYpHUEH, THIIONPOTE-
MHEMHUEH M TUIEPXOJECTEPUHEMUEH BBISBISAETCS
peaxo — 3,3% [16].

AMHIION103, CBSI3aHHBIM C MPEUMYIIECTBEH-
HBIM OTJIO)KEHHEM B TKaHSIX JIETKUX Ienell nMMy-
HOMIOOYJIMHOB, BeTpeuaercs B 5% ciyuaeB. OH
nopakaeT TIIaBHBIM 00pa3oM aJIBeHTHIHAIBHYIO
000JI0UKY COCYZIOB, CEpAle, SI3bIK, JKeJIE3bl BHY-
TpeHHEH cekpeluH, nepudepruueckue HEPBBI,
[IOYKH, TUM(paTUIECKUE y37Ibl, PEKE IeUEHb, Celle-
3€HKY U Jierkue [2].

Takum o6pazom, mpu MB MoryT BcTpedarbes
camble Pa3HOOOpa3HbIC MOPAKEHHUs] BHYTPEHHUX
OpraHoB, KOTOpPHIE CO3JAIOT 3HAUMUTEIbHBIE TPY/I-
HOCTH Tipu U epeHnnaIbHOM TUarHo3e ¢ JIpy-
ruMH 3a005IeBaHUSAME, B 0COOEHHOCTH y JIUI] TO-
JKUJIOTO BO3pacTa.

B kauecTBe MIUIIOCTpAlIMM TPUBOAMUTCS CIY-
yail nuarHocTuku MB, pas3BuBmieiics Ha (oHe
JUINTEIIBHO MPEAIIECTBOBABIIEH MAaJIOCUMIITOM-
HOM MOHOKJIOHAJILHOM raMMaIiaThH, COYeTaBIICH-
Cs C BBICOKOW KPHOTIIOOYIIMHEMHUEH W TIOBBINICH-
HOM LMPKYISIIMEH PeBMaTOMAHOTO (aKTopa.

KIAWHWYECKOE HAB(THOOEHUE

bonmpnas M., 79 net, rocnuTanu3upoBaHa B
IUTAHOBOM IIOPSJKE C Kalo0aMU Ha yMEpEHHBIE
00oNM B TUICUEBBIX, KOJIEHHBIX U Ta300eApEHHBIX
CyCTaBax, MEJIKMX CyCTaBaX KHUCTH, HOSCHUYHOM
ornene mno3BoHouHHMKA. Kpome Toro, ormeuana
AMU30INIECKUE OOU JKTydIeTro Xapakrepa B obia-
CTH Ceplla, OTHAIOLINE B JIEBYIO PYKY, JIONATKY,
MepUONYECKIE MOABEMbI apTepraIbHOrO JaBile-
HUSA, MakcuMaibHO 110 230/100 MM pT. CT., compo-
BOXKJAIOIINECS TOJOBHBIMH OOJSIMH, TOJIOBOKPY-
KEHHUEM.

Bonu B 065acTi MENKUX M KPYMHBIX CYyCTaBOB
Oecrokomny B T€4eHHE O JIET, MPEHUMYIIECTBEHHO
HOCHJIM HAarpy304YHbIH XapakTep, OTMEYaJIUCh MU-
QITUM, OTPaHWYCHHE JBIKCHMH H3-3a OOJei.
VYTpeHHel CKOBAaHHOCTH, MECTHBIX MPU3HAKOB
BOCHIaJICHUs! He OBLIO.

C mepBoro rona 3a0oaeBaHus ObUT 3aM10I03pEH
peBMaTouHbI apTput. JduddepeHnmanpaplii au-
arHo3 MPOBOAMJICA C ToJuocTeoapTposzom. [Ipu
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00cIeI0BaHNY BEISBICHBI THIIEPraMMariooyInHe-
MUS U TIOBBIIIICHHE PEBMATOUIHOTO (akropa (PD).
B ananm3se kpoBu 00HAPYKEHO MOBBIIICHHE OOIIIE-
ro 6enka g0 83,4 r/a (63-82), B-2-mukporno0y-
nuaa 10 3,81 1/ (0,80-2,2 1/71) Kanma-JIeTKux I1e-
neid ummyHoroOynuaoB 1o 6,13 r/n (1,37-3,70),
MO 1a-nerkux nernei no 2,63 /i (0,93-2,42) PO
1o 26,6 en/ma (0,00-14,0).

Honst ramma-rnoOyiuHOB Oblla  yBelIHueHa
mo 25,6%, wnabmomamock (opMupoBaHUE 0-
MTOJIHUTEIBHOTO  DIIEKTPOPOPETUISCKOTO  THUKA,
YTO TO3BOJISIIO 3aIIOJJO3PUThH TapanpOTEHHEMHUIO.
JanpHeiiee nccineoBaHde IMOKA3ai0 yBeIHde-
Hue ypoBHs 1g-M no 5,33 r/x (0,40-2,33) u Ig-G
1o 20,7 r/a (7,00-16,0).

B Teuenune Bcex 6 JeT moKaszaTeny THIIEPIPO-
JOYKIUH UMMYHOTJIOOYJIMHOB OCTaBaIMCh PUOIIH-
3UTEIBHO B TEX XK€ MpeeliaX, OJHAKO IOCTEIIEHHO
HapacTal ypoBeHb P®, pocTuraBmui ypoBHS
140 ex/mi (0,00-14,0).

AHTHUHYKJICAPHBIA (PAKTOpP C KPYIMHOTPAHYIISIP-
HBIM THIIOM CBEYEHWS SApa BBISBISIICS B IOBBI-
LICHHOM TUTpe, MakcuMasbHo — 1:5120 (ue Gonee
1:160). Uccnenoanune ypoBus CPb, antunykie-
apHOrO (haKkTopa, aHTHUTEIN K IUTOIIa3Me HeHTpo-
(UIOB, AHTUTEI K ITUKIUYCCKOMY ITUTPYJUTHHOBO-
My HENTHAY He BBISBISIIO OTKIOHEHUH OT HOPMBI.
B kimHUYeckoM aHanHM3e KPOBH MHOT/IA OTMEYall-
csl yMepeHHbIH mnMdonnTo3 n yckopenue COD.

Ha gerBepthiii Tox 3a001eBaHus OOJIBHOU BBI-
MOJTHEHO MTOBTOPHOE 00CIIeZIOBaHUE B CTAlMOHAPE
JUTsL yTOYHEHUs narHo3a. JlomomHuTenpbHO 0OHa-
PYKEHO TOBBIIICHHE YPOBHsI KPUOLIIOOYIHHOB.
Kpnoxput — 10% (ue 6omee 1%)

OTcyTcTBUE  JIUHAMHKH  BOCIHAIUTEIbHBIX
HW3MCHECHHI CO CTOPOHBI CYCTaBOB, dPO3UBHOTO
MOpaXKeHHUs! CYCTaBHBIX ITOBEPXHOCTEH, THUITHY-
HBIX PEHTTCHOJIOTUYECKUX U3MCHCHUN U aHTUTEI
K [UKJIAYECKOMY NHUTPYUIMHOBOMY TENTHIY
MO3BOJISIIO WCKIIFOUUTH PEBMATOMJIHBIA apTPUT
U pacliCHUBATh YBEJIHWYCHUE YPOBHS PEBMATOMI-
HOTO (paKTOpa Kak IPOSBICHHE CMEIIaHHOW KpHU-
OTJIOOYIMHEMUH.

[To maHHBIM MHUENOTPaMMBI KOJIMYECTBO IIIa3-
MaTUYE€CKUX KJICTOK OBLIO B JOIMYCTUMBIX IpeJie-
nax (1%). CxorneHuil mia3MaTi4eckux KIeTOK He
00Hapy»XEeHO, YTO TOBOPHUIIO HE B MOIB3Yy JUM(O-
Ia3MoIuTapHoi uM@pomMbl. Ouaru AeCTPyKIUU
B IUIOCKHX KOCTSIX, NMPU3HAKKA aMUJIOHUHOTO TIO-
paKeHUs] TOYCK, CepAla, OTIOKEHHUS aMHIOHJa
B TIOJKOXXHO-)XUPOBOHM KIIETYATKE TAKKE OTCYT-
CTBOBAJIH.

Ha ocHOBaHUU COXPaHSIOUIUXCS B TCUCHUE HE-
CKOJIbKHMX JIET W3MEHEHUU OeNKOBBIX (paKiuit
KpOBH, IPU OTCYTCTBUHU IapanpoTCUHOB B MOUE
MOCTaBJIeH JUarfHo3: MOHOKJIOHANIbHAS TaMMaria-

TUsl HesicHOTO TreHe3a. CMelanHas KpuornoOynu-
HEMHUSI.

Kak comyTcTBytomue 3a001eBaHNs AMarHOCTHU-
poBaHbI: rurneproHuveckas Oonesub Il cramguwm,
pHUCK 4, pacnpoOCTpaHEHHbII aTepOCKIEPO3 C IO-
paxxeHHeM aopThl, KOpoHapHBIX aptepuii, UBC,
aTepOCKIEPOTUYECKUI KapJUOCKIIEPO3, Cepiaed-
Has HegocrarouHocTs I ¢. k1. atepockiepos co-
CY/I0B TOJIOBHOT'O MO3Ta.

Caycrs 2 Trona, mpu 00CICIOBaHIH B XOJIE IIJIa-
HOBOHW TOCHHUTAIM3aLUU B MUEJIOTpaMMe OOHapy-
JKeHa yMepeHHas JauMQouaHas HWHPUIBTPAIUI
(19,2%) mpenMy1IeCTBEHHO 32 CYET 3PEJIbIX JIUM-
¢dounHbIx dmemeHToB. U3 HIX 5,2% — Me3oreHe-
pauuy ¢ BBICOKMM U KpaiHe BBICOKUM sIJCpPHO-LIU-
TOIJIa3MaTUYECKUM OTHOIIEHUEM, C OKPYIJIBIM
simpoM, 2% — C pacuieTuIeHHBIM SapoM. CTpyKTy-
pa sIEpHOTO XpOMAaTHHA HECKOJIBKO CIIaKeHa, LU~
ToIJia3Ma pasHoil crerneHu Oazodpwnmmu. EnuHuy-
Hele kiieTku (0,6%) MakporeHepauuu ¢ OKpyIJIbIM
SIPOM, CIIIaXXCHHOH CTPYKTYpoH XpomaTuHa, Oa-
30pmIBbHON mHTOIIa3Moi. Takke BBISBICHBI
MOp(hoIOrHYecKue U3MEHEHHUsI KIETOK IJIa3Maru-
YeCKOTo psAna (IKCHEHTPUYHO PAaCIOJIOKEHHBIC
sanpa, HempaBWwiIbHas (opMa, «IUIaMEHEIOIas»
uurToria3Ma). I'paHynonuTapHbslii pOCTOK OTHOCH-
TeapbHO cyxkeH (52,2%). YBeIMYeHO KOIMYeCTBO
MOHOIUTOB (3,8%). DpUTPOIUTAPHBIN POCTOK CO-
xpaneH (22,2%), HOpMOOIacTHYECKUil THUIT KPO-
BETBOpEHUS. MerakapuouuTapHbIi pOCTOK coXpa-
HeH (B mpenapate 26 GopM, yMEpPEHHO OTEISIO-
IUX TIACTHHKH).

Takum o06pa3zoMm, OOHApYKEHO yBEIUUYCHUE
IO TUM(OLUTAPHOTO POCTKA, HAPACTAHUE YHUC-
Ja TUIa3MaTHYeCKUX KIIETOK C MOSBICHHEM aTu-
MUYHBIX KJIETOK, B YacTHOCTH, (HyKCH(PHUIBHBIX
IUTa3MOLUTOB C «IUIAMEHEIOIIEH» LUTOIIa3MOH.
BrIsiBIIeHHBIE M3MEHEHUS SIBIISIIOTCS TUITUYHBIMH
MpU3HaKaM# JIUM(O-IIJIa3MOKICTOYHOH HH(UIIb-
Tpalyy, 4TO B COBOKYITHOCTH C HaJIMYHEM MOHO-
KJIOHAJIbHOW raMManaTUy COCTAaBIISIET JIBA OCHOB-
HBIX KPHUTEPHsl, MMO3BOJSIOUINX AMArHOCTUPOBATD
MB.

ObCYXXIEHUE

JnuTenbHas npeAcyllecTByOIas TaMmmManaTus
SBJISICTCS TUINUYHON 1751 MB M MHOXKECTBEHHOM
MueIoMbl. HeBbICOKUI ypOBEHb LUPKYIUPYIOIIIE-
ro uMMyHormoOyirHa M B oTCyTCTBHE mponude-
panuu TUMGOUTHOTO POCTKA WM B TEPHOJ Ha-
YaapbHOW TponuQepannn, Korma oOmas MOIys-
s auMponuToB He npesbinaeT 20%, 00bIYHO HE
COIPOBOXKJACTCS SIPKUMHU KIMHUYECKUMHU CHUM-
IITOMaMH, YTO U MUMEJIO0 MECTO B JAHHOM HaOJIo0-
JICHUH.
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[ToBbiienue ypoBHs P® Takxke He sBIETCS
PEAKOCTBIO MPHU TraMMarnaTHi ¢ UMMYHOTIO0YIH-
HeMHEelH-M, Tak KakK MHOCJEeIHUH 00/1aJaeT aHTH-
TEJIBbHOM aKTUBHOCTBIO B OTHOILIEHUH UMMYHOTJIO-
oymuaa G. Kpome Toro, BeICOKUi THTp PO MoxkeT
SIBJISITHCSI OTPaKEHUEM CMEIIaHHOW KPUOTII00yTH-
HEMHUH.

Tem He MeHee BKyme ¢ KaloO0aMu TAIUEeHTKH
Ha 0oJiu B cycTaBax JaHHBIH (hakT TpeOoBa UCKITIO-
YeHHs PEBMATOMIHOTO apTpuTa. JIums AmuTensHoe
HaOmoeHne, KIMHUYECKUE JaHHbIE M OTCYTCTBHUE
AHTUTEI K HUKIMYECKOMY [IUTPYJUTMHOBOMY HETTH-
Ty TIO3BOJIMJIM OTBEPTHYTH ATOT TUATHO3.

TpynHee oOBSCHUTH TOSIBICHUE aHTHHYKJIEap-
HOTO (haKTOpa ¢ KPYMHOTPAHYISPHBIM THIIOM CBe-
YEHHUS s1/ipa B BBICOKOM TUTpPE, KOTOPBII yKa3bIBaeT
Ha TIPUCYTCTBUE AHTHHYKJEAPHBIX AHTHUTEN, Ha-
MIPaBJICHHBIX MPOTUB PUOOHYKIEPOTEHHOBBIX aH-
TUreHoB. Beicokue tTutpsl PO u aHTUHYKI€apHOTrO
(bakTopa BEISBICHBI Ha (OHE MOHOKIOHAIBHOMN
ramMmaratuy 3aJ0Jro 70 MOABIEHUS NPU3HAKOB
nuMdonrTapHOi mpomdepanui B KOCTHOM MO3-
re, 4TO YKa3blBaeT Ha SBHYIO ayTOAHTUTENIBHYIO
AaKTUBHOCTH M-IapanpoTernHa WIH Iperpacrono-
JKEHHOCTh K acCOIMAIMU C 3a00JIeBaHUSAMHU, B I1a-
TOT€HEe3€ KOTOPBIX MHUIIMUPYETCS MEXaHN3M ayTo-
MMMYHOArpecCcuy, B YaCTHOCTH, CUCTEMHOH Kpac-
HOH BoOJYaHKOM, ckiepopepmueil u np. Onucanue
TaKMX COYETaHWH OTHOCHUTCS, CKOpee, K KIMHUYe-
CKUM HaOIIOACHHUSM, X MIPUPOJA U MATO(HU3HOIO-
THYEeCKHEe MEXaHHM3MBbl OCTAIOTCS MOKa HESICHBIMU
1 TpeOyIOT MalbHEWIero HaONMIONCHUS M W3yde-
HUSL.

B Hamem cnyuyae omnpeneseHHbIH HHTEpeC
MPECTaBIsI0O OBl J000cieoBaHle OOJBHOU
Ha YPOBEHb OJKCIPECCHH KJIETOYHBIX aHTHUTEHOB
(CD19, CD20, CD22, CD25, CD27, CDS52,
CD79a, FMC7 u ap.), a TakXke HCCIEIOBAHUE
UM} OTUTa3MOIIUTAPHBIX KIETOK KOCTHOTO MO3Ta
MOJIEKYJISIPHBIM METOJOM Ha HaJIW4YHe MYyTalUH
L265P B rene MYDSS [9, 13, 17].

Hecwmotps Ha nnuTenbHOE JOOPOKaYeCTBEHHOE
TEUeHHUe, pa3BUTHE JTUMQO-TUIa3MaTHIECKON HH-
(buIBTpanI KOCTHOTO MO3Ta SBJSETCS MPEIUKTO-
poM mporpeccupoBaHus «apemiouiein» MB, uto
CEPHE3HO OTATOIMIAET MPOTHO3.
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