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SUMMARY

«Nonsecretory» multiple myeloma (NSMM) is a rare variant
of the classic form of multiple myeloma (MM) and accounts
for 1% to 5% of all cases of MM. New data using a recently
developed serum free light chain assay suggest that only
about one fourth of NSMM cases may be truly nonsecre-
tory. The definition, classification and diagnostic criteria of
NSMM should be modified. The prognosis and treatment for
conventionally defined NSMM is believed to be no different
than that of MM in general.

We describe a 60-year-old man who initially had edges and
back pain that were thought to be due to osteoporosis. One
year later, lytic edges lesions were detected with computed
tomography. No monoclonal gammopathy was found in

the serum or urine, but free light chain assays showed

a low-level k light chains. Also a cytoplasmic « light chains
were detected by immunohistochemical techniques and flow
cytometry. Treatment consisted of bortezomib, melphalan
and prednisone. The patient responded favorably. The level
of free light chain became normal after the fourth course.
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S HecereTpr}omaﬂ » MHO2KE€CTBE€HHdad MHUeJIOMa

(0630p JiTEpaTypbl U COOCTBEHHbIE HAOJIOAEHUS )

B.B. Powcko, A. A. Knodsurckuii, E. IO. Bapaanosa, M. C. Camaesa,
H.b. Kanaanckas, H. M. Hakacmoes, O.B. [lapackesosa

P E®EPAT

«HecekpeTtupytoLan» MHoxecTBeHHasa muenoma (HMM) — pegkuin Bapu-
aHT KITaCcCUYECKOM MHOXECTBEHHOW MUESIoMbl, BCTpeyvarowmica B 1-5%
cny4aeB. He Tak faBHO BHegpeHWe aHanm3a cBOOOAHbIX NTErKUX LIENew Chbi-
BOPOTKM MO3BONNSIO YCTAHOBUTb, YTO NnLLb 25 % cnyvaes HMM sasnstoTcs
WUCTUHHO HecekpeTupyowmmmn, OnpegeneHve, OMarHOCTUYECKME KpuTe-
pun n knaccudpmkauma HMM HyxgatoTcs B yTOHHEHMM. [TpOrHO3 1 TakTuka
Tepanum npu HMM n knaccuyeckux BapmaHTax 3abonesaHms He pasnuya-
toTCS.

MpuBoAUTCA ONMcaHne KIMHMYECKOro HabnogeHns MyX4dumHbl 60 neT,
y KOTOpOro 3abonesaHne [eboTMpoBasno ¢ 60/bi0 B MOSCHUYHON obnacTtu
n pebpax, nepeoHayvanbHO OO6BLACHAEMOW OCTEONOPO30M. Yepes rog no-
cfle Havana 3abosieBaHuns Npu NPoBeaeHNM KOMMbIOTEPHON Tomorpadum
ObIN 06HapY>XeHbl NUTUYECKNE o4aru B pebpax. MoHOKnoHanbHasa ram-
ManaTtusi N0 AaHHbIM MMMYHOXMMUYECKOrO UCCIef0BaHNs CbIBOPOTKN KPO-
BM M MOYM OTCYTCTBOBasa, HO Oblf1I0 BbIABEHO HEOONbLUOE NOBbILLEHME
YPOBHS CBOGOAHbIX NErkmx k-uenen. Kpome 1oro, npyu MUMMyHOrMCTOXUMM-
YEeCKOM MCCefoBaHNM N NPOTOYHON LIMTOMETPUM KOCTHOrO Mo3ra 6bIfio
NOATBEPXAEHO OENOHMPOBaHME K-Lenen B uutonnasme. Tepanus BKIHO-
Yana 6opTe3oMmb, MendanaH u NPegHN30soH. JledeHne NMeno NonoxXm-
TenbHbIN 3PdeKT. YpoBeHb CBOOOAHbIX NErknx Lenen Hopmanu3osarcs
nocne 4-ro Kypca tepanuu.

Knroyesbie cnosa
«HecekpeTMpytoLLas» MHOXKeCTBEHHaA MUeNoMa, UccrneaoBaHre cBoboa-
HbIX NErknx Lenen nMmyHornobynmnHoB, TpaHcnokaums t(11;14).

BBEAEHNE

Cexkpermelt (0T JiaT. secretio — otjedie-
HUE) Ha3bIBAIOT BbleJIeHHE XMMHUYECKHX
BELIECTB U3 K/IeTKH. [ Tp1 MHOKeCcTBEHHOH
muesome (MM), ocHOBHBIM cy6CTpaToM
KOTOPOH  SIBJASIIOTCS  MOHOKJIOHAJIbHBIE
MJIa3MaTHUECKHE KJIETKH, CEKPEeTHPYIOTCS
BBICOKOMOJICKYJISIPHBIE COEIMHEHHSI: MO -
Hble MOJIEKYJIbI HMMYHOTJIOOYJIHHOB HJIH
MX (pparMeHThl — JIerKHe LIelH.

B 1958 r. H. Serre u coaBT. Briepsbie
onucanu Bapuant MM  6Ge3 aucnpo-
TEHHEMMH W  TPOTEHUHYPHH, KOTOPHIH
B Hacrosilllee BpeMsi Ha3blBaeTCsl <«He-
cekpetupytomiei» MM [1]. TTo Bceii Bu-
JUMOCTH, TOJIHOE OTCYTCTBHE CEKPELHH

npy MM ju60 BooOllle HEBO3MOXKHO,
60 BCTpevaeTcst J0BOJNLHO PeIKO, Ha-
MHOTO pexke, yeM 3TO MPeCTaBJsNI0Ch
Kakux-Hu6ynp 10 set Hasan. Eute pexe,
yeM «HeceKpeTHpylollas», BCTpeuaeTcs
«Henpoayuupytoasg» MM (puc. 1), npu
KOTOPOH aTHITH3M OIyXOJI€BHIX KJETOK
CTOJb BEJIMK, YTO HapylIaeTcsl OJHA W3
BaykKHEHIIMX (DYHKUMH TJ1a3MoLuTa —
CHHTE3 aHTHTE/I.

C/i0Ba «HeceKpeTHpyoLlas» U «<He-
NPOJYLIUPYIOLIAsi» B3ATbl B KaBblUKM He
caydaiino. Mnest nopoGHoro Hanucanus
HeHoBa. OHO OBIIO MCIMOJB30BAHO ellle
B 1972 1. G.L. River u coaBr. [3]. Boamox-
HO, 3TO 3BYYHT HECKOJIbKO BBICOKOMApHO,
HO KaBbIYKH B JAHHOM CJlyyae — JiaHb pa3-
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«HecekpeTupylowas» MHOXECTBEHHAA MUENOMa

O «Hecekpetupyiowas» MM B «Henpopgyunpyowasa» MM

Puc. 1. CoOTHOLLEHVE BApUAHTOB MHOXECTBEHHOW MUENOMbI, MPU KOTOPbIX
cTaHaapTHble MeToAbl UMMYHOXMMUYECKOrO aHanvaa He BbISBIST MOHO-
KnoHasnbHyto cekpeuuto (o [2])

BUTHIO MEJMLMHCKON HAYKH M TEXHOJIOTHH HUMMYHOXHMHYECKOTO
aHaJIi3a U CBUETEIbCTBO YCJIOBHOCTH OTCYTCTBUS CEKPELIMH HIIH
MPOJIYKLIHH UIMMYHOTJIOGYJIHHOB U MX (hparMeHToB. UyBCTBHTEIb-
HOCTb HCCJIEJIOBAHHUS B TeueHHe TocsieHux D0 JieT HerpepbiBHO
yBesinuuBaetcs (puc. 2). Ecsm B 50-e robl mporiisioro Beka K «He-
CEKPeTUPYIOILeH» MHeJ0Me OTHOCHJIH BCe CJyuan 3a6oJieBaHus,
TPU KOTOPBIX B CBIBOPOTKE OTCYTCTBOBAJ M-rpajMeHT U B Moue
He BbIsBJIsIICS Oesiok beHe-J[koHca, To ¢ BBeIeHHEM B MPAKTHKY
nmmyHodukearmu B 1970—1980-e rofpl, Koraa nosiBuiach Bo3-
MOYKHOCTb BbISIBJISITh CJIEIOBbIE KOJIMUECTBA MOHOKJIOHAJILHBIX
MMMYHOTJIOOYJIHHOB U HX (PparMeHToB, vacTtora ciydaes MM
6e3 ceKpelMH YyMeHblIWIach. BHenpeHue KoJHUeCTBEHHOTO
onpenesenuss cBobonnbx Jerkux ueneit (CJILL) B cbiBopoTke
JIeJIaeT «HeCEKPETHUPYIOLLY» MUEJIOMYy elile GoJiee pelKum 3a-
60JieBaHHEM U MPUBOJUT K HEOOXOIUMOCTH TI€PECMOTPa CaMOoro
orpejiesieHust 3Toi pagHoBuIHOCTH MM.

WMMYHOXUMWUYECKASI ANATHOCTUKA

VIMMyHOXHMHYECKOE  BBISIBICHHE MOHOKJIOHAJIBHBIX HMMYHO-
rno6yanHoB (Ig) B GHOMOTHUECKHX KHAKOCTSIX OCHOBAHO Ha
COYeTaHHH METONOB 3JeKTpodopesa (DP) u nMMyHODHKCALH
(MD)[6]. Kak mpaBuJio, uccyeayercsi CbIBOPOTKA U 00pasel] KOH-
LIEHTPUPOBAHHOH CyTOYHOH MOUM. JIMarHOCTHUECKUM TPH3HAKOM
MOHOKJIOHAJIbHOW CEKpeLMH TpPH 3TOM CJYKMT OOHapyKeHHe
snekTpoopeTnieckd romoreHHoro Gesika (M-rpamuenta),
BCTYNAIOIIEro B PEAKLHIO C aHTHCBIBOPOTKAMH K H30THIHYeE-
CKHUM aHTHI€HHBIM JeTepMHHaHTaM g, 4To jaeT BO3MOXKHOCTb
OXapaKTepH30BaTh KJIAacC TSLKEJOH LEeMM W THIT JIETKOH LenH
MOHOKJIOHa/bHBIX [g. Kak npaBu/o, B CbIBOPOTKE BBISIBJISIOTCS
noJiHbie MoJiekysibl ummyrorsioGysutoB (IgG, IgA, IgM, IgD,
[gE), a B Moue — MOHOKJIOHa/IbHBIE CBOOOAHBIE JIETKHE LIeMH
(6es0K bBene-Ilxkonca). CoBepllieHCTBOBaHHE HOCHTENEH, MPO-
TOKOJIOB HCceioBanus u peareHtoB Jyist 9P n P nocrenenno
TMOBHIIANO UyBCTBUTEJBLHOCTL HCC/AEAOBaHUs. B Hacrosiee
BpeMsl YyBCTBUTE/ILHOCTb BBISIBJICHHS TTOJHBIX MOHOKIOHAJBHBIX
Ig B cbiBOpOTKE TpH codetanuu MeTono ID/UD nocturaer
0,15—0,5 /1, a 6esnka Bene-Jxonca B moue — 15—20 mr/a.
Bee ciyyan MM ¢ ypoBHEM CeKpelLH HIXKe YKa3aHHbIX MPaHHIL
4YBCTBUTE/IHOCTH MPUMEHSIBLIUXCS MMMYHOXMMHYECKHX METO/IOB
JI0 HeJIaBHETO BPEMeHH OTHOCHJIH K «HeceKpeTHpyloliei» MM.
Onnako ¢ BHEAPEHHEM B IMarHOCTHUYECKYIO MPAKTHKY B M0-
cJlefilHie TOAbl MeTofia KoJsnuecTBeHHoro ompenesenust CJILL
B ceiBopoTke (Freelight) mosiBuiack Bo3MOKHOCTb 3HAYHTENBHO
TOBBICHTb UyBCTBHUTEJIBHOCTh BBISIBJICHHST HH3KOTO YPOBHS Ce-
kpetnn 6enka benc-/Lkonca. [1pn nanHom MeTozie ¢ MOMOIIBIO
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Puc. 2. MoaTanHoe NoBbILLEHNEe YyBCTBUTENBHOCTU UMMYHOXVMUYECKOTO Bbl-
ABneHus 6enka beHc-[pxoHca B cbiBOPOTKe (Mo [4, 5])

HedeJOMETPHUH WK TYPOUAUMETPHUH (B 3aBUCHMOCTH OT aHaJu-
3atopa) H3MepsIeTCsl KOHLEHTPALHST ChIBOPOTOUHBIX CBOGOIHBIX
K- W A-leneil U onpeaessieTcss MX cooTHolleHHe. CMelieHue
COOTHOIIEHHUS B CTOPOHY K-1IeTell CBHCTEIBCTBYET O CEKPELHH
6enka bBenc-/xonca K, B cropony A-ueneil — Gejika DBeme-
Jlxxonca A. UyscrBuTesibHOCTb MeToza nipu onpeaesennd CJILL
JIOCTHTaeT HECKOJNBbKMX MHJUIMIPAMMOB Ha | J1 CbIBOPOTKH [7].
C nomoulblo 3TOro Metoja NPUOJIU3UTEJBHO B 2/3 clyyaeB
«HeceKpeTHpylolleii» MM, 1o JaHHbIM aBTOPOB, BbISIBJISIETCS]
crefioBast cekpeliusi 6esika bene-lxkonca [8].

B03M0KHOCTb TOBBILLIEHHST YYBCTBUTEIBHOCTH TIPH OTpejie-
Jennn Geska benc-/)koHca KpafiHe BaykHA TIPH <HECEKPETH-
pytowteit» MM, T. K. il nanHoro Bapuanta MM xapakrepHa
MPOLYKLHUst KMEHHO MOHOKJI0HAIbHBIX CJILL, uTo nmoxTBep:Knaet-
Csl MCCJICI0BAHUSIMY BHYTPHKJIETOUHBIX Ig y 9THX GosibHbIX. He-
00XOIUMOCTb BBICOKOUYBCTBHTEILHOTO METO/IA /TSt 06HAPYKEHHUS
c1eoBoll cekpeuun Oesika benc-IlKoHca oObsicHsieTCs1 1BYMsI
00CTOATEILCTBAMHU: TIEPHOJT TTOJTYBBIBEICHNS U3 LIMPKYAALUU JIsT
CJILL cocrapsier 2—6 4, 4TO MPENSITCTBYET HAKOMJIEHHIO B Chl-
BOPOTKE; MPH OTCYTCTBUH MOBPEXKICHUH KJIETKH KaHAJbLEBOro
SMUTENUsT peabcopOUPYIOT U3 MEPBUYHON MOYM M 3aTeM IOJIHO-
CTbIO PACILENJISIOT BeCh NaparpoTerH MPH €ro HU3KOH CeKpeLH,
109TOMY BO BTOPHUYHYIO MOUY (T. €. B MaTepHas Jyist CTaHiapTHOro
MMMYHOXHMHYECKOT0 UCCJIeI0BAHHS ) B HEOOXOMMOM KOJIMUECTBE
OH He TIonajiaet. B To »ke BpeMs ycTaHOBJIEHHE JlaXKe CJIeI0BOi ce-
kpetmn Geska Betc-JlKoHca nMeeT onpe/esieHHoe KIMHHIECKOoe
3HaueHHe Kak JJisl MPaBUJIBHOK JAMArHOCTHKH, Tak M JUlsl CBOE-
BPEMEHHOTO BBISIBJICHHS OCJI0KHEHHH 3a60/1eBaHNUs, B YaCTHOCTH
GoJiesnert oryokenusi MoHokoHanbHbIX CJILL (BOJILL) u AL-
amusoniosa. [enes sTHX oc/oKHeHHI 06yCI0B/IeH 00pa30BaHHEM
J1eno3nToB MoHoKMoHaAbHEIX CJILL B pasHbIX opraHax M TKaHsX
OpraHnMaMa, IJaBHbIM 00pa3oM B IMOYKAX, YTO MOXKET TPHUBECTH
K pasBuTHiO Hedporathu. B psie coobuiennii o6eyxuannch
cJlydan «HecekpeTupylouleii» MM ¢ HaanuueM BHYTPUIIa3MaTH-
ueckux Lenei Ig, orcyTcTBHEM HMMYHOXHMHUYECKH BhISIBJISIEMOTO
napanpotenHa ¥ npusHakamu BOJIL wmm AL-amumonnosa [9,
10]. Hanpumep, 1pu oTCyTCTBHH CEKPETHPYEMOTO MaparpoTenHa
MMeJIUCh TIpU3HAaKK GoJ1e3HH OoTaokKeHns Ig (Heamusonanble
JIETIO3UTBI B TOYKAX) C BBIPAKEHHBIM CTPYKTYPHBIM CXOICTBOM
BapuabesibHoro pernona Vk IV Tuna sierkux uenei B MUEJIOMHBIX
KJIeTKaX 1 B MoveuHbIx gernosutax [ 10].

ONPEAENEHNE NOHATNA «<HECEKPETUPYIOLLIAS1> MUEJIOMA

HecmoTpst HAa TO 4TO BO MHOTHX CJyyasix TaK Ha3blBaeMOH He-
CeKpeTUPYIOLLeH MHEJOMbl MPH MCIOJb30BAHHH COBPEMEHHBIX
YYBCTBUTEJ/ILHBIX METOJ0B MMMYHOXHMHYECKOTO aHA/IN3a MOXKHO
BbIIBUTH MOHOK/IOHA/IbHbIE JIerkHe LerH B ChiBOPOTKe H/u/H
H3MeHeHHs OTHOLIeHHs K/A, TaHHbIi TePMUH He TepsieT CBOero
anauenust [4, 1 1], Xorst ero copeprkanune npu 3TOM MpeTepreBaeTt
uaMeHeHus. [TpuunHa coxpaHeHHst TepMHHA 3aKJ/1I04a€TCs B €ro
KJIMHHYECKOH 11eJ1eco0Opa3HOCTH: JIHarHOCTHKA 3a00JeBaHHUs
MPH OTCYTCTBHH OTPEE/NseMON CTaHAAPTHBIM HMMMYHOXHMH-
YeCKMM MCCJICI0OBAHUEM MOHOKJIOHAJIBHOH CEKPEIHH SIBJSETCS

271



B. B. PbixKo 1 ap.

6oJsiee CJI0XKHOM, 4eM MpH KjacCHYeCKUX BapuaHTax. Kpome
TOr0, MOHUTOPHPOBAHHE S(PPEKTHBHOCTH TepaNnK 3a60J1eBaHHUs]
1 €ro TeYeHHs TakKe UMeeT psijl 0cOOeHHOCTeH.

Takum o6Gpasom, «HeceKpeTHpylollasg» MHeJOMa — 0CO-
Oblil peikui BapuaHT kjaaccuyeckol MM, xapakTepusyoLuiics
OTCYTCTBHEM OTIpe/Ie/IIeMONl TPH CTaHAAPTHOM HMMYHOXHMH-
4eCKOM HCCJIe0BAaHHH GEJIKOB CHIBOPOTKH KPOBH U MouH (DD,
M ®) cekpeltnn MOHOK/IOHANLHBIX HMMYHOTJIOOYIHHOB W/ MK HX
JIErKHMX Lernel MpH OJHOBPEMEHHOM CHHXKEHHM KOHLEHTPALHH
HopMaJbHbIX [g. UyBCTBUTE/IbHBIC METO/IbI HMMYHOXHMHYECKOTO
ana/su3a (KoJHyecTBeHHAsi HedesoMeTpusi, TYpOOIMMETPHS)
IIPH «HECEKPETUPYIOLLEH» MuesoMe B cpeiHeM B 68 % ciyuaen
TMO3BOJISIIOT BbISIBUTh TOBbILIeHHe KonueHntpauun CJILL cbiBo-
POTKH UJIH H3MEHEHHE COOTHOLIEHUS k/A[4,5, 11].

YACTOTA BCTPEYAEMOCTU

«Hecexperpupytomasi» MM — 10BOJLHO pEIKUH BapuaHT
3aboJeBanusi. Ee yacrora cocrasiseT He 6osee 1—5 % Beex
ciyyaeB MM [4, 5]. Anasiuz CJILL cbiBOPOTKH KPOBH MO3BOJISIET
BO MHOTHX CJIy4asiX «HECEKPeTHPYHLIEH» MUEJIOMbl BbISIBUTH
MOBbILIEHHE COJEPKAHUS OIHON U3 JIETKHX LleMell U H3MeHeHHe
cooTHolleHus: k/A, moateep:aas TeM caMbiM HaJHUHe TPOJIH-
(bepaTa MOHOKJIOHA/IBHBIX [@-CEKPETHPYIOIIHX KJIETOK.

B camom KpynHOM Ha CerofHsIIHWI JeHb HCC/IEI0OBaHNH,
nposenentoM B Besmmko6puranuu B 2001 1.,y 19 (67,8 %) us
28 MalKeHToB C «HeCeKPETHPYIOLIEH» MUeJOMOF GbIIO BhISBJIE -
HO HeHopMaJbHoe cooTHotenue k/A [5, 11]. A nceaenoparenu
13 KIMHUKH Mefio o6HapyKuan MoHoknoHambhble CJILLy Bcex
5 MalMeHToB C BIEPBble AHArHOCTHPOBAHHON «HECEKPETHPYIO-
mein» MM.

Mzl o6c¢nenoBanu ¢ nomolibio Metofa Freelight rpynny us
12 6osbHBIX ¢ «HecekpeTupyoleii» MM. 3 nauneHTa Haxoau-
JICh B J1e610Te 3a00J1eBaHust, 9 — 710 Hauasa HCCAe/IOBAHUS YaKe
ObIIO TPOBEJIEHO HECKOJILKO KypPCOB Teparnuu. ¥ OJHOrO M3 pa-
Hee He JIeUeHHBIX MAlUeHTOB Mbl HALIIK YMEPEHHOE MOBbIILICHHE
koHueHTpauu CJILL-K ¢ BbIpa’KeHHBIM CIBUTOM COOTHOLIEHHS
CJILL- k/A B CTOPOHY K, T. €. cekpelluto 6enka benc-Ixkonca K.
Kpowme Toro, y 2 nauueHTOB B MOMEHT porpeccuu 3a6oJieBaHus
6esiok bene-/IxkoHca Obll BbIsIBJEH KaK IPU CTaHIAPTHOM HC-
C/IeIOBAHNH, TaK U MeTonoM Freelight, y aByx npyrux moHoxs0-
HaabHble CJILL ompenensinucs Tonbko Metonom Freelight.

AWATHOCTU4ECKUE KPUTEPUN

Jlnarnoctuka «Hecekpertupyiouleit» MM ciioxHa, U Bpems OT
TOSIBJIEHHST KJAHHUYECKUX CHMIITOMOB JIO YCTaHOBJIEHHSsI JHa-
THO3a MOYKET COCTaBJIATH OT 1 1o 12 mec. [ 12]. MexyHapojHas
paGouas rpynna no MM u crnietanueTbl KAHHHKK Meiio npen-
JIOZKUJTH TIPAKTHUECKH HAEHTHUYHbIE IMarHOCTHIECKHE KPUTEPHH,
KOTOpbIE B OTHOLLEHHH «HECEKPETHPYIOLLei» MUeJOMbl TpeOy-
IOT HeKOTOPBIX yTouHeHuit [ 13, 14]. g ycranoBieHHs anariosa
«Hecekperupytowein» MM HeoOXOIMMO COOTBETCTBHE BYM
KPUTEPHUSIM:

1) conep:kaHre MOHOKJIOHAJILHBIX M71a3MaTHYE€CKUX KJIETOK
B KOCTHOM Moare He MeHee 10 %;

2) npu3HAaKW OpPraHHON JUC(HYHKIUH, KOTOPble HE MOTYT
ObITb 00BICHEHDI APYTUMH, TOMUMO [1J1a3MOKJIETOYHOH OIyXOJIH,
npuurHaMu (MHeMOHHYecKasi ab6peBuatypa CRAB):

e runepkasbuuemusi (hyperCalcemia) — moBbIlIeHHe
YPOBHsI CHIBOPOTOUHOTO KaJiblius Gojiee 2,8 MMOJb/1
(11,5 mr/mn);

@ noueunasi HepoctatounocThb (Renal insufficiency) — no-
BEILIEHHE YPOBHS KpeaTHHKHHA 6oJiee 173 MKMOJL/;

® anemus (Anemia) — HOPMOXpOMHAsl, HOPMOLIUTapHAas
anemusi ¢ ypopHem remoro6una metee 100 r/n;
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@ ocreoznectpykuuu (Bone lesions) — ocreosnuTtndeckue
odYaru, 0CTeOornopo3 UJH MaTOJOTHIeCKHE ePeIOMbI.

B orainume ot apyrux BapuantoB MM npu «HeceKpeTHpylo-
ner» MM noveuHast HEIOCTAaTOUHOCTb PA3BUBAETCS PEIKO, HO
MPUHIMIHAILHO BO3MOXKHA [ 15].

O6s13aTe/IbHBIM ~ KPUTEPHEM  SIBASIETCS  HaJIWYMe MOHO-
KJIOHAJILHOM npoJiudepaliny nia3maTuieckux kaetok. [ToMmumo
LIUTOJIOTHYECKOTO U PHCTOJIOTHUECKOTO UCC/IEI0BAHUE KOCTHOTO
Mo3ra JJisl NePBUYHOMN IMarHOCTHKKU «HeceKpeTupyiolleii» MM
006s13aTeJIbHBIMH JIOJXKHbI CYUTATHCS HMMYHOJIOTHYECKHE METOIbI
HCC/Ie/IOBAHUS: TIPOTOYHAST UTOMETPHUS KJIE€TOK KOCTHOTO MO3ra
1 IMMYHOTHCTOXHMHUECKOe ucesienoBanne. Hanbosiee BaxKHbIME
MapKepaMH, UMEIOUMH e peHIralbHO - IHarHOCTHIECKOe
gHauenue, cayxat CD 138, CD38, CD56, uuroniazmMatuuecKuie
1 nosepxHoctHbie [G H, ocoGeHHo, KCnpeccusi K- U A-Jierkux
nernei [2].

BaKHbIM METOIOM HCC/IeIOBAHUS TTPH «HECEKPETHPYIOLIei»
MM sBasieTcsl HMMYHOXHMHYECKOE HCCJIEIOBAHHE CBHIBOPOTKH
KPOBH ¥ Moud. Bo-TiepBbIX, HcC/el0BaHHE TO3BOJMUT TOATBEP-
JIUTh OTCYTCTBME MOHOKJIOHAJLHOH CEKpELHH, BbISIBJSIEMOM
umMMyHoasiekrpoopesom u MIP. Bo-BTopbiX, B GOJbBILIMHCTBE
cllydaeB  «HecekpeTupyiouleii» MM  ormeuaeTcsi BTOPHUHbIH
ryMOpaJsbHbIA IMMyHOIE(UIUT. B-TpeThux, ucenenoBanue CJILL
CBIBOPOTKH KPOBH MPHMEPHO B 68 % ciydaes 3aGosieBanusl M0-
3BOJISIET BBISIBUTb TIOBBIICHHE COJIEPXKAHUS OJIHOH M3 JIETKMX
ueneii. B nopMe Kosbhduument k/A cocrasaser 0,26—1,65.
[ToBbienue Ko3duiinenTa 6osee 1,65 CBUAETENILCTBYET 06 H3-
ObITKe K-1iened, a cHikenre menee 0,26 — A-uened [5, 13, 14].

BrisiBiienne mopakenusi KocTell TMpH «HECEKPeTHPYIOLIei»
MHeJoOMe HMMeeT aaxke OoJbllee 3HAUEHHE, YeM MPH JIPYrux
BapHaHTax 3a00JieBaHUsI, MOCKOJIBKY TPH 3TOM BapHaHTe He-
JIOCTYTIEH TPUBBIYHBIA HHCTPYMEHT KOHTPOJIsi 3(P(EeKTHBHOCTH
Teparii — ypOoBeHb MOHOKJIOHAJBLHON CEKPEIHH O TAHHBIM HM-
MyHO3JIeKTpoope3a. PacrpocTpaHeHHOCTb OCTEOeCTPYKTHB-
HOTO TIpoliecca SIBJISIETCS OJIHUM M3 HEMHOTHX CIOCOGO0B OLIEHKH
pe3y/IETaTUBHOCTH JICUEHHUs TIPH «HeceKpeTupyolein» MM.

Pentrenorpacguueckoe Hecie1oBaHle KOCTEH M0-MPexKHEMY
IIMPOKO MpUMeHsieTes B IMarHocTuke MM, Ho cunTaeTcs Helo-
CTATOYHO UyBCTBUTEJIbHBIM METOAOM. «30JI0TbIM CTaHAAPTOM>»
JIMarHOCTHKM U, 0CO6EHHO, KOHTPOJIs 3(P(HEeKTUBHOCTH Teparniu
npH «HecekpeTupyoleii» MM Ha ceronHsIIIHUI IeHb CTy?KUT
KOMOWHALIUST TTO3UTPOHHO-3MUCCHOHHOH ToMorpadun (I19T)
C HM3KO/1030BOH KoMMbioTepHo# ToMorpacgueit (KT)[16].

KNACCUDUNKALINA

Cucrema knaccudukaunn Durie—Salmon aisi «HeceKpeTH-
pyloleit» MM B nepBoHaya/ bHOM BHJIe He Oblj1a ONTHMaJbHOM,
MOCKOJIbKY OJHMM M3 OCHOBHBIX YUMTHIBAEMbIX MapamMeTpoB
B 3TOH CHCTEME CJIy>KUJl yPOBEHb MOHOKJIOHAILHOH CEKPELHH.
[TosTomy craampoBanue «Hecekperupyioueit» MM  jyuie
MPOBOJUTL € HCMOJb30BaHKeM MeXIyHapoIHOH CHCTEMDbI
craqupoBanus (International staging system, ISS) (ta6a. 1)
Wi MoAucHUIUpoBaHHOH KJaaccudukauun Durie—Salmon
PLUS (ra6a. 2), yunuTsiBatolieil pacnpocTpaHeHHOCTb OCTe0-
JIECTPYKTHBHOTO Tpoliecca Mo JaHHbIM MarHUTHO-PE30HAHCHO
tomorpacduu (MPT) u/uu I13T.

Ta6nuua 1. MexpayHapogHasa cuctema cTagmMpoBaHns MHOXECTBEHHOW
muenomsl (ISS) [14, 17]

ANbOYMUH CbIBOPOTKM B,-MnKpOrnoGynnH

Cragus KpoBW, r/n CbIBOPOTKM KPOBU, MI/n
| =35 <35
I =35 3,5-5,5
<35 =55
1l <30 =55

KIMHUYECKAA OHKOTEMATOJIOIMS



«HecekpeTupylowas» MHOXECTBEHHAA MUENOMa

Tabnuua 2. Cuctema cTaaMpoOBaHUA MHOXECTBEHHOW Mmnenombl no Durie—Salmon PLUS (no [16-18])

Cragus Kanbupii, Mmonb/n [emorno6uH, r/n KonuyecTBo o4aros gecTpykuum no gaHHeiM MPT/MAT

IA (Tnetowas unm nxgoneHTHas MM) <26 >100 MoxeT 6bITb CONUTapHas N1a3MoLMTOMA UAN OANHOYHBIA 04ar 4ECTPYKLMN
IB <26 >100 0-4

I1A vnn B 2,6-3,0 85-100 5-20

IIA nnn B =30 <85 > 20 nnu Txenoe auddy3Hoe NopaxxeHne KocTei

Cy6Kknaccudukaums:

A — coxpaHHas (PYHKLMS NO4eK (YPOBEHb KpeaTuHNHA < 177 MKMOMb/M)
B — HapyLueHune hyHKLMUN noYek (YpoBeHb KpeaTnHuHa = 177 MKMONb/N)

HEKOTOPbIE OCOBEHHOCTYW NATOrEHE3A U MEXAHU3MbI

YTPATbI CEKPELIUK

OcHoBHas1 Macca OMyXoJIeBbIX KJIETOK NP «HeCeKPETHPYIOLLeH»
MM TtaK e, KaK U NPH KJIACCHUECKOM BapHaHTe 3a00J1eBaHMs,
SIBJISICTCST aHAJIOTOM TJIa3MOLIMUTOB H, TI0 BCEH BEpOSITHOCTH, He
MMeeT XapaKTepHbIX MOP(OJOTHUECKHX 1 UMMYHO(EHOTHTIHYE-
cknx ocobennoctet [ 12, 19]. @yHKIMoHAIBHbIC OTIHYHS M/1a3Ma-
THYECKHX KJICTOK MpH «HecekpeTHpytouiei» MM obyc/ioB/eHb!
MX FeHeTHYECKHMH TO0JIOMKaMH, KOTOpPble MPOUCXOJIT Ha 3Tare
COMAaTHYECKHUX THIIEPMYyTalli U peapaHKHPOBKH reHoB Ig.

Ha ceropnsimnuil neHb HanboJslee U3BECTHON U H3y4eHHOH
LIMTOreHETHUECKON aHoOMaJIell MpH «HeceKpeTupytotiei» MM
apJasietcss Tpancaokauus t(11;14)(ql3;q32). Ilpu t(11;14)
pa3pbiB Ha xpomocome 11 mpoucxomut B sokyce bel-1 (B-cell
lymphoma 1), pacrosoxxennom B o6sactd 11ql13, KoTopbii
B pe3yJibTaTe 3TOTO MEPEeHOCHTCS Ha Xpomocomy 14 B Jokyc
Tsekeson uenn Ig (14932)[20].

JlanHasi TpaHc/JOKalMs OMKMCaHa MPH MHOTHX JIMMQOTpo-
JepaTHBHBIX 3a00/1€BAHUSX, TAKHX KaK MAHTHHHOK/IETOUHAS
aumdoma, npoaum@oLrTapHblil JeiiKo3, JUMboMa cesle3eHKH
C BUJJIE3HBIMH JUM@OUUTAMH, (OJIHKYAspHas JuMboma,
Jqumdorniazmoutaptas Jumepoma [20]. Obiieit 0co6eHHOCTHIO
B-kierok, necymmx t(11;14)(ql3;q32), caykur numdorniias-
MOLMTApHAsl HarpaB/ieHHOCTb JU(depeHIpoBKY (ualle MpH
o6pazoBanuu IlgM) 1 HU3KHE ypOBEHb MOHOKJIOHAJILHON CceKpe-
uu [20, 21].

[Tpu «necekpetupytoue» MM t(11;14)(ql3;932) BcTpe-
yaetcs B 83 % cayuaes [21]. B oTaMume OT MPOrHOCTHUECKH
HeOMaronpUsATHON MaHTHHHOKICTOYHOH JUM(OMBI, MpaKTHyIe-
cku B 100 % cayuaes umerotedt t(11;14) ¢ runepskenpeccueii
uukanHa D1, nporuos mpu MM ¢ naHHO# LMTOreHeTHUYeCKOH
aHoMmaJjieil, Hao6opoT, yJydlaeTcss W o6Uas BbRKMBAEMOCTb,
0cOGEHHO TPH MPOBEIEHHH HHTEHCHBHON XMMHOTEpAIIUH, yBe-
JuunBaetcs [21, 22].

Ortcyrerue npopykiuu teneid IgH npu «Hecekpetnpyto-
eit» MM TeopeTHUeCcKH MOKET ObITh BBI3BAHO HAPYLIEHUSIMH
Ha PasJIMYHOM YPOBHE (FeHOMHOM, TPAHCKPHUILIMH, TPAHCJISILIUH )
WK OBbITh CJIEACTBHEM ObICTPOI erpajialiii BHOBb CHHTE3HPO-
BaHHOrO GeJiKa, YTO MPHUBOJNT K 3aKJIIOUeHHI0 00 OTCYTCTBHH
CHHTe3a.

[Ipy MM nsasmaTHueckne KJIeTKH, Kak MPaBHJIO, HECyT
dynkuponanasHo nepecrpoentst VH-(DH)-JH ¢ comaruue-
CKMMH rHnepMyTalusimMu. B noaasJsiioriiemM 60JbLIMHCTBE CIyda-
eB nedekr cunresa [gH cBsizan co c6osimu npu peapaHKUpPOBKe
reHoB. BbisiBJIeHbl HapylleHHs] MPOLLECCOB H30THITHYECKOTO
TepeKJIIoUEeHHsl, KOTOPble MOTYT ObIThb CJIEICTBHEM XPOMOCOM-
HBIX TPaHCJOKALMH, jlesielind (yHKIMOHaAbHOrO asess VH-
(DH)-JH, o6uamuenshoit neneunn JH-perwiona, HernoJHOH
nepecrpoiikn DJH, B psne ciyuaeB cBszaHHOH ¢ jeselredt
aJIJIeJIbHOTO JIOKyca, JeheKTHOH mnepecTpoiiku pernonon JH
v CH, BO3HHKHOBeHMSI aHOMaJIbHBIX CTOM-KOJOHOB, MyTallMi,
CBSI3aHHBIX CO CABHTOM paMKd cuuTbiBaHus (frameshift-
MYTalMil) U CTPYKTYPHO 3HAUMMBIX TOYeUHBIX MyTaimi [7, 10,
23]. C MoseKyJISIPHBIMM IAaHHBIMH COTJIACYIOTCST Pe3yJIbTaThl,
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ToJIyueHHblE C TOMOLIbIO  (UIIOOPECLEHTHOH THOPHIAN3aLIHH
in situ: nopapJjsioulee GOJbIIMHCTBO MHEJOMHBIX JIMHUH, He
cekpetupylownx IgH, conep:kat XpoMocoMHble TPaHCIOKALMH.
Takum o6pazom, abeppauun Ha yposHe JIHK — ocnoBHas npu-
unHa oTcyTeTBUs npoayKuuu [gH npy MM.

B 10 ke Bpemst A. Sakai u coaBT. y GoJibILIMHCTBA 00C/1€/10-
BaHHBIX MALMEHTOB C «Hecekperupytomier» IgH-neratnsnon
MM o6napyzxumu HapyieHust Tpanckpunuun IGH (umr. no [23]).

Topasno meHee u3yueHbl MPUUMHBI HAPYLIEHHsT MPOLYKLHH
Jerkux tenei. OfHAKO JI0OKa3aH CHHTe3 a0eppaHTHBIX MOHO-
KJOHaJIbHBIX L-1ieneil, 06yc/10BIeHHbIN MyTalMsIMK IeHa, KOJU-
PYIOLLEro KOHCTAHTHBIN PeroH MOJIeKYJIbl, a TaKxKe FeHOB, KO-
mupytotnx VL-nomen [23]. Onucan cayvait MM Bene-xxoHca
C M3MEHEHHOH MOCTTPAHC/ALMOHHON MOMU(UKALMEH JIETKOH
uenu (yKopoueHue), CBA3aHHOH C HEOOBIMHBIM pacllereHHeM
CHUrHAJILHOH TenTuaasoi [23].

B curyamsix, korna Ig cuntesnpyercs, Ho He ceKpeTHpyeTces,
peub WIET O CHHTe3€e CTPYKTYyPHO-Ae(eKTHBIX 6eJKOB, TPAHCIIOPT
KOTOPBIX M3 KJETKH HapyuleH. [{ns cexkpermn 6eska Tpedyercs
NpaBUJ/IbHAs [IPOCTPAHCTBEHHAS! YKJIA[AKa U 00pa3oBaHue cyObe-
JMHULL B CJIydae YeTBepTHYHOH cTpykTtypbl. [losmnentuapl, He
CMoCcOOHbIE K 3TOMY, 3aep:KHUBAIOTC B 3IHIOMNIA3MATHYECKOH
cetn (IIIC) OGeskamu-L1anepoHaMu M BIOCJEICTBHH  pac-
Liensiotes B nporeocomax. Ho unorna 6eiku octatorest M Ha-
Karuaiotest B ipocsete JITC. Dta cutyalnst Xopolo U3BecTHa
B citydae kietok Mortra, nedeKTHbIX o cexperu Ig, BeencTeue
dero uucrepubl IIIC B 9THX KeTKax 3amoJsiHeHbl MOJIEKyJIaMH
[g. Cynpba 6eska 3aBHCHT OT CTPYKTYPHBIX OCOOEHHOCTEH,
B YaCTHOCTH 3KCMO3WLMHM THOJNOBBIX TPYMI, HEOOXOAMMBIX IS
oOpasoBanust TUCyIbMUIHBIX cBsizel ¢ Gesikamu Matpukca II1C.
Cirenytolias CTyreHb PeryJsiliii CeKpelni — [anepoHbl, GeJKH,
KOTOpbIe 06€CMeynBaloT NMPABUIILHYIO YKAAAKY H OKOHYATE/bHYIO
KOH(OPMALIMIO CHHTE3UPYeMbIX GEJIKOB, a TakxkKe MX TPaHCIOPT
yeped II1C. B tpancnopre Ig npunumaer yuactue BiP, kotopsiit
cpsisbiBaetcst ¢ IgH, oco6enno npouno ¢ CHI-nomenom, ecau
TsKeJ1ast Lelb He HAaXOJUTCsl B KOMILIEKCe ¢ J1erkoil 1enbto. Casi-
3blBaHHe CBOOOJHOM TsKesof Lenu ¢ BiP Bk/oyaeT MexaHusm
ee MepeMelIeHUst B IPOTEOCOMbI M pacllerieHHe MOJHIeNTHA.
CBoGojiHble JIerKHE LIeMH B OTJIHUME OT TSDKEJbIX He 00pasytoT
npoyHoii cBsasu ¢ BiP (cBssbiBatomimii MMyHOMTPOTEHH ) U MOTYT
CEKPeTHPOBATHCS KIETKOH B BUJIE MOHOMEPOB UJIH TUMEPOB.

D. Coriu u coaBt. onucann 74-jeTHero nauyeHTta ¢ «He-
cexkpetupytoiiei> MM, umesuiero Tpancaokauuto t(11;14)
(q13;q32) [24]. ¥V nauuenTa npu MUMMyHOTHCTOXHMHYECKOM HC-
CJICIOBAHUHU C HUCIOJIb30BAHUEM AHTHTEJN K CBOOOIHBLIM JIETKUM
LensiM B LUTOIJIa3Me MHEJIOMHbIX KJ1eToK 6esiok Benc-/IkoHca
He BbISIBJIsICS. B TO ke BpeMs BbICOKOCTeM(HUHbIE aHTHTea
K jomenam C_u V_ JIerkoli Leny no3BosIuId 06HaPYKUTD B LIK-
Torazme OeJiok benc-JIxkoHca K-Tuna.

Y 6oJbHOro K-jerkas Lefb B IJa3MaTHYECKHX KJeTKax
Oblna HeoObluHOH. Bo-nepBblx, oHa Obl1a 0ojiee TSKEJOH.
Ee wmacca cocraBisiia 26 k/la, Torga kKak oObIYHO Macca
K-MOHOMEPOB 3TOT0 KJ1acca He npebiliaet 23 k/la. Bo-BTophix,
oHa Oblia JyIHHHee — cocTosiia He u3 106, a u3 128 amuHokuc-
JIOTHBIX OCTaTKOB. B-TpeThHx, IMesich BbIpaxKeHHbIe aHOMAJTHH
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B. B. PbixKo 1 ap.

MPOCTPAHCTBEHHOH YKJAKH JIETKOH 1enH, 06yC/OBIEHHbIE U3-
MEHEHHUSIMH B €€ TIePBHYHON CTPYKType. B HopMme B moJioxKenun
194 1 214 K-uenu 10/KHBI 6BITH OCTATKU LIUCTEHHA, Garofaps
KOTOPBIM 00pa3dyloTcsl BHYTPEHHHE W BHEUIHHE IUCYJIb(HAHbIE
MOCTHKH. ¥ MalyeHTa K-1eMb yTpaTuaa HUCTEHHOBBIE OCTATKH
B 9THX MOJIOKEHHUSX, UTO MPUBEJO K CBOPAUMBAHHMIO LIETH ¢ 00-
pa3oBaHMEM MHEPTHOH KOMIIAKTHOH CTPYKTypbl, KOTOpas He
CrocoGHa K MeXMOJIEKY/ISIPHOMY B3aHMOJENCTBHIO. AHOMAIHH
TPEXMEPHOH CTPYKTYpbl K-Uenel NpUBeId K 3aleprKKe I0-
JIMMENTHIA MOJIEKYISIpHBIM 11anepoHoM BiP (6esiok Tenosoro
moka Hsp70) [10, 25]. B nasnbHeiileM K-1enu HaKariMBajanuch
B KJIETKE U MOJIBEPrasliCh JIM3UCY C yHaCTHEM MPOTEACOM.

O6pasoBaHue aHOMaJbHON K-11€MH B OMHCHIBAEMOM CJlyyae
6b1710 00YCJIOBIECHO MyTalMeH CO CABMIOM PaMKH W TOTepeH
HOPMaJIbHOTO CTOM-KOJ0HA B roJioxkeHuu 187, rnpuuem B rexe
He BapuabesIbHOTO, a KOHCTAHTHOTO pernoHa [23].

Takum o6pazom, npu «Hecekpetupytouier» MM Benen-
CTBHE MyTallMil TeHOB [g cHHTe3MpylOTCS aHOMaJbHbIC JETKHe
/WK TKEIbIe e , He CocoOHbIe K CO0pKe B TOJTHbIe MoJle-
KYJIbl H K CEKPELMH U3 KJIETKH.

ONOOEPEHLUAJIBHAA ANATHOCTUKA

Jucbdepenunanbias anarHocTHKa MpH <HECEKPeTHPYIOLLei»
MM jocrarouno cioxkua. OcHoBHast »kKajoba NalueHToB —
00bIYHO occaurust. TIpu npoBefeHUH JOMONHUTE/BHBIX HCCIe-
JIOBAHHI BBISIB/IAIOTCS O4ark AeCTpyKUHH B KocTsxX. [Togo6Hble
M3MEHEHHS MOTYT BCTPeUaThCs MPH A0CTATOUHO IIHPOKOM KpyTe
3a60J/IeBaHN, CPEIN KOTOPHIX HAHOOJEE YaCThl 3M0KAUCCTBEH-
HbIC OMyXOJIH PA3IHYHOH JIOKAJH3AINH C METACTATHUECKUM MO~
pakeHueM KOoCTell (pakK MpocTaThbl, MOJIOUHOH KeJie3bl, JErKOTo
¥ JIp. ), TUTIEeprIapaTHPeo3, OMyXOoJIH C MepBUYHON JOKaIu3aLueH
B KOCTSIX, B T. 4. MM,

Orcyrerue nosbiliennsi CO u Geska benc-/Ixonca
B MOue MO JaHHbIM KauecTBEHHOH MpoObl 3a4acTyl0 MOXKeT 3a-
cTaBUTh HCkMoUnTh MM. OjiHako 311 JlaGopaTopHble METO/IbI
JIOBOJILHO TpyOble W MaJlodyBCTBUTEJ/bHbIE. [Ipy Hanmnuuu He-
00BACHUMOTO OCTEONECTPYKTUBHOTO Mpouecca, 0coOeHHO pac-
MPOCTPAHEHHOTO, MALMEHTY B 0653aTe/LHOM TOPSIKe JOJKHO
6bITh TPOBEEHO HMMYHOXHMHUECKOE MCC/IE0BAHNE CBIBOPOTKH
KPOBH M MOYH M HCCJeIoBaHHe KOCTHOTO MO3ra (IMTOJIoTHYe-
CKOE M THCTOJIOTHYECKOe ).

B ciyuae ortcyTcTBHSI JeTEKTHPYEMOH MOHOKJOHAILHOH
CEKpELUH 1 MPH BbISIBJICHUH YBEJNUYEHHs KOJIMUeCTBA MJ1a3MaTH-
YECKHX KJIETOK B KOCTHOM MO3Te MOXKHO MPEJIoJiaraTh Hajluue
«Hecekperupytollein» MM. KocBeHHbIM TMOATBEpKIEHHEM Ha-
JIMUKS naparnpoTeHHEeMHYeCKOro reMo6/1acTo3a CJIy>KUT CHHXKe -
HHe ypoBHs HopMaJbHbIX g, HabJtoaatoleecs y GOJBLIIHHCTBA
MaleHTOB ¢ «HeceKpeTHpyolei» MM [26].

OTcyrcTBHE SIBHOH TMapanpoTeMHEMHH, yCTaHABJIMBAEMOH
MpH CTAHAAPTHOM HMMYHOXMMHUYECKOM HMCCJICOBAHHH, MPH
HaJIMYMH TJIa3MOLIUTO3a B KOCTHOM MO3Te TIOMUMO «HeCeKpeTH-
pytoriefi» MM MpUHIHMHAIBHO BO3MOXKHO €llle B HeCKOJIBKHX
cayqaax: npu IgD-MM, korma ypoBeHb CEKpeLMH MOXKeT
ObITb UPe3BbIYANHO MaJl U BbISIBJSITLCS TosbKO B MID, nipn AL-
amusonode, BOJILL, POEMS-cunnpowme [9, 27]. Tem He menee
KAueCTBEHHO MPOBEJEHHOE HMMYHOXHMHYECKOE HCC/e/loBaHHe
1 0COOEHHOCTH KJHHUYECKOH KaPTHHBI (0CTEOACCTPYKLUH MaJIO-
XapaKTepHbl I JPYTHX TMJIa3MOKJIETOUHBIX TpoJiHdepaliuii )
MO3BOJIAIOT H30€KATh JUATHOCTHYECKUX OLLIHOO0K.

NPOrH03 U TEYEHWE

Mennana BBDKHBA€MOCTH MAllHEHTOB C «HECEKPETHPYIOIIEH»
MM cocrapasieT 38 MecC. U COMOCTaBHMA C aHAJIOTHYHBIM T10-
KasateseM npu Apyrux Bapuantax MM [26]. Teuenue «Hece-
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Kpetupytouleit» MM HecKoslbKO OTJIMYAeTCsl OT KJIaCCHYECKHX
BapuaHToB 3abosieBanusl. YacTo Berpeuatoluecss npy MM
TyGyJ1sipHast HepornaThsi ¢ pa3BUTHEM XPOHHUYECKOH MOoYeqHOl
HenocrarouHoetn, AL-amunonnos, BOJILL npu «HecekpeTH-
pytouieii» MM Tak:ke BO3MOXKHbI, HO HAOJIOAAIOTCS KpaiiHe
penKo, B KasyucTHIecKHX caydasx [9, 15, 26, 27]. Tem He meHee
MH(pOPMALMS O TMOTEHLHMAJIBHOH BO3MOMKHOCTH MOPAXKEHHs
noyek MNpu «HecekpeTtupywouei» MM umeer mpakTHieckoe
3HaueHue. Tak »ke Kak U npu apyrux Bapuantax MM, neo6xonu-
Mbl ’K€CTKHE OrPaHUYCHHUS B UCIOJIb30BAHUH HE(PPOTOKCHUYHDBIX
npenapatoB. OTCyTCTBHE MOHOKJIOHANLHONH CEKpelLUH MpH
MM He 10/KHO GBITh pa3peltalonumM (akTopoM MpUMeHeHHs!
HECTEPOUJIHBIX IPOTHBOBOCMAJNTE/LHBIX WM TTapeHTEPaJIbHbIX
H0ICO/Ie p2KALLIUX PEHTTEeHOKOHTPACTHDBIX CPEJICTB.

Tak e kak u npu apyrux Bapuantax MM, npu «Hecekpe-
tupylonieii» MM BosmoxkHa TpaHchopmalls B MJa3MOKJe-
TOUHBIA JIefiko3. Omnucan ¥ TMepBUUYHBIA «HECEKPETHPYIOILIHI»
MJ1a3MOKJIETOUHBIH JIeiK03 [ 28].

TEPANMUA U KPUTEPUU OTBETA

Jleuenune «Hecekpetupyoleii» MM npoBoAUTCS aHAJIOTHYHO
JIPYT¥M BapuaHtam 3a6oJieBannsi. PaHblile eIMHCTBEHHBIM METO-
JIOM OLIeHKH 3(P(EeKTHBHOCTH Tepanuu OblJl aHAIN3 yMEHbLIEHHSI
BBIPA’KEHHOCTH OCCAJITMUECKOr0 CHHPOMA, PacrnpocTpaHeHHO-
CTH OCTEOJIECTPYKTHBHOTO TpoLiecca U KOJIMUEeCTBa MiasMaruye-
CKHX KJIETOK B KOCTHOM Moare. Bce 3TH nokasartesin 10BOJIbHO
cyOBEKTHBHbBIE M HECTAHAAPTH30BAHHBIE.

Komuectennoe onpenenenuie CJILL BBICOKOUYyBCTBHTEIb-
HBIMH METOIAMH OTKPBIJIO HOBbIE BO3MOYKHOCTH HE TOJIBKO B IMa-
THOCTHKE «HecekpeTHpytoiier» MM, HO U B MOHHTOPHPOBAHUH
teparuu [11], onqHako paspaGoTka crielHUecKHX KpUTEepHEB
OTBeTa Ha JieueHHe JYisi NaUHeHTOB C <«HeCeKpeTHpYIoLleH»
MM — neno 6ynyuero. [Tosbitienue yposus CJILL B ceiBopoTke
MMeeT M MPOTHOCTHYECKOEe 3HaUeHHe, TIPeIcKa3blBast POrpeccH-
poBanrne MM u 6oJiee mioxyro o611Lyt0 BbRKHBaeMOCTb [29].

KNWHWYECKWUE HABJIOAEHNA

Cnyyaii 1

[Tatment B., 1949 1. p., nabsonaetcs B [ematosioruueckom
nayurom tientpe PAMH c anpesisi 2009 r. Bosien ¢ mast 2008 r.
3anep:kka OT BpeMeHH MOSIBACHHUS MEPBBLIX CHMITTOMOB J10 yCTa-
HOBJICHHST HO30JI0THYECKOT0 IMarHo3a cocTaBusa noutu 12 mec.
[1pu dusuueckoil Harpyske (peMOHT aBTOMOOWJISI) MOSIBUJIACH
BbIpaxkeHHast 60Jib B pebpax. C TeyeHueM BpeMeHH GoJieBble
OULyl1eHHs] pacrpoOCTPAHUIIMCh Ha BCIO TPYAHYIO KJIETKY U MOsiC-
HUUHYI0 006J1acTh. Bodib Obl1a HOOLIEH, YCHIUBANACh [TPU [TOBO-
poTax, IBU:KEeHHH, B 1I0Koe 3aThxaJja. [ IpoBoauiack ManyasbHast
Tepanusi, MarHutotepanusi 6e3 oco6oro scdexra. B Hauase
despasis 2009 1. ynaJ, MocKoJIb3HYBIIMCh Ha JIbIY, C BICOTHI
coOCTBEHHOTO pocTa. B Teuenne 2 Mec. iBazkibl ObIJ TOCTTUTAIH -
3MPOBAH B HEBPOJIOTHUECKHE OTACICHNS KAHHHIECKUX OOMBHUIL
C IMarHO30M <TIOSICHUYHBIF OCTEOXOHPO3, OCTPast JIOMOANTHS» .

B knuHMYeCKHMX aHa/MM3aX KPOBH M MOUM OTKJIOHEHHH OT
HOPMbI BbisiBJIeHO He Obl10, COD 21 MM/ 4. Besiok Benc-Jlxotnca
B KAQueCTBEHHOI peaklluu B Moue He oOHapy:keH. PeHTreHorpa-
(st MOSICHUUHO-KPECTLIOBOTO OT/eJla M03BOHOUHHUKA, KOCTeH
Taza Oblla MajioWH(OpPMAaTHBHA: OGHApYXKEeHbl Hecreluduye-
CKMe H3MEHEHMsl — [MPHU3HAKK OCTEeO0Iopo3a, OCTe0apTposa,
CHIJKEHHEe BBICOTHI Tes 1o3BoHkoB (L, m L), KoTophie He
NPOTHBOPEUHIIN IUATHO3Y.

Tem He MeHee TpoBoaUMOE JleueHHe ObII0 HeIPPEKTHBHBIM.
[Ipu KT rpynHoro cermenTa B peGpax Oblid 0GHAPYKEHbI JIUTH-
YecKHe oyaru, B CBSI3M C 4eM B MPOrpaMMy AHATHOCTHYECKOTO
noucka 6bli1a BKIodena MM.

KIMHUYECKAA OHKOTEMATOJIOIMS
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Ta6nuua 3. KonnyecTtBeHHoe nccnenoBaHne 6enkoB CbIBOPOTKM nauueHTa B.
o1 13.04.2009 r.

[Tokaszatenb 3HayeHue Hopma MeTon

IgG, ME/mn 40 95-235 Pna

IgA, ME/Mn 18 55-250

IgM, ME/mn 14 60-405

K/A 2,2 1,1-2,9

Kpuorno6ynuusl Het Her Wuky6auns npu 4 °C

LK, y.e. 4 < 66 Ocaxpenue B M3l (M1kpomeTop)

«-GIL, mr/n 34,2 3,3-19,4 HeKOHKypeHTHas KUHeTU4eckas

A-CIILL, M/ 497 57-26,3 TYypOMAMMETPUS B BNMKHEM
VH(PaKpacHoOM finanasoHe

K/A-CNyY 8,0 0,26-1,65

Cokpawenua: P — paguanbHas ummyHoanddyaus; M3 — nonnaTuneHrnuKons.

B Mmuesorpamme KOJIMUECTBO [/1a3MaTHUYECKHX  KJIETOK
coctauio 38 % (puc. 3). KneTky Gblan aTHIMUHLIMU, BCTpeya-
JINCh JIBYX- H TPEXDbsIEPHBIE, a TAKKE 1/1a3MOOJIACTbI.

Murepechble pesysbTaTbl OblIM MOJy4YeHbl TPH UMMYHOXH -
MHYECKOM MCCJIIOBAHUH ChIBOPOTKH W MouM. [TaTosiornyeckux
IPaJIMEHTOB NIPH 3J1EKTPOPOPETHUECKOM HCCIIEIOBAHHH OEJIKOB
CBLIBOPOTKM M MOYH OOHapyxKeHo He Obuto. P Obuia takwke
HeratuBHol. [Ipu sTOM Habumomancs rayOGoKUil TymMopaJsibHbIH
MUMMYHOIE(HUIIUT CO CHIXKEHMEM KOHLeHTpauun g Bcex
OCHOBHBIX KJ1accoB (Tab6u1. 3). Pematoninm 6bl1o Hcc/1e0BaHNE
konuentpaunn CJILL B cbiBOpoTKe, BbISIBUBLIEE MOBbILIEHHE
ypoBHsl K-lieneil g0 34,2 mr/a (npu nopme mo 19,4 wmr/a),
CHWYKEHHE KOHLEHTPaluHu A-ueneit 10 4,27 mMr/a (npy HwkHer
HopMe 5,7 Mr/n1) 1 BeIpaxkeHHoe cMelenue cootHotennst CJILL
k/A, cocraBuBiiee 8,0 (npu Hopme 0,26—1,65). Takum oGpa-
30M, OBIJIO MOKA3aHO HAJMUKMe HU3KOTO yPOBHS ceKpellnu 6eJka
Benc-/Ixkonca K-Tumna.

Kazasoch Obl, Takoe He3HauUTeJbHOE [peBbIlIEHHE
HOPMaJIbHBIX 3HAYEHHUI He JI0/KHO UMEThb KaKOro-Jn60 KJAHHH-
4eCKOro 3HaYeHHs] U He MOXKET TMPHHUMAThCs Beepbes. Tem He
MeHee MpojyLMPOBaHHE MUEJIOMHBIMH KJIETKAMH JIETKHUX LieTef
MMEHHO K-THMa ObIO MOATBEPXKIEHO JBYMSI HE3aBHCHMBIMH
METOIaMH: BO-TIE€PBbIX, MPOTOUHON LMTOMETPHEN, BBISBUBLIEH
CPe/H KJIETOK KOCTHOTO MO3Ta KJETKH, KJIOHAJBHBIE MO K-1eTMH
¢ ummyHobenorunom  CD45+/CD38(high)+/CD138+/
CD19—/CD56+/CD79a+. I1pn 3TOM K-1LeMb SKCpeccupo-
Baslach B LMTOMNJIa3Me KJIETOK. BO-BTOPBIX, NPH KMMYHOTHCTO-
XMMHUYECKOM HCC/IEIOBAHHHM KOCTHOIO MO3ra Tak:ke oOHapy»Ke-
HO OOJIbLLIOE KOJIMUECTBO KJIETOK, HECYLLUUX Ha ceOe MapKepbl,
XapaKTepHble /151 MJ1a3MOLIUTOB H IKCIPECCHPYIOLIHE JleTKHe
LleNd K-TUMa B LIUTOMI1a3Me (puc. 4).

B Hacrosiliee BpeMst NalMeHT 3aBepln 8 KypcoB Teparuu
no nporpamme VMP (60oprezomut, mesdanaH, MpeIHH30J0H ).
B cocraBe KOMIJIEKCHOH COMPOBOAMTENBHON Tepanuu MpH-
MeHsHCh GucdocdonaThl (301eapoHoBas KucaoTa 4 Mr/ mec. ).
[Tocne 3-ro Kypca HaGutofanoch 3HAUMTENbHOE yMeHblICHHE
BBIPAKEHHOCTH ~GOJIEBOTO  CHHAPOMA, paclliipeHre JBHra-
TEJILHOTO peXKuMa TralueHta. B ryHKraTe KOCTHOTO Moara
KOJMYECTBO MJ1a3MaTHUYECKHX KJETOK yMeHbliuaoch 10 1,6 %,
a konuentpauus k-CJIL nopmannsosanach (7,13 mr/a), kak
u cootnowenune CJILLk/A (0,8).

[Tocne 4-ro kypca tepanuu Oesok benc-IIxonca npu
anasnuze CJILL ne BbisiBasiicsi. B Teuenne Bcero BpeMeHu Ha-
GJII0/IEHUsT  COXpaHsilach THIOraMMaryoOyJMHeMHUst, B CBSI3H
C 4eM TMalHeHT T10Jy4aJ COOTBETCTBYIOILYIO 3aMeCTHTENbHYIO
Teparimio.

Ha nau B3risizL, BaskHOH 0COGEHHOCTBIO Y MalueHTa Oblia
CeJIeKTHBHAsl KJIyOGOUKOBasi MPOTEHHYPHS, MPU3HAKH KOTOPOH
cTabUJIbHO BbISIBJISINCH MPAKTHUECKH MPU BCEX UMMYHOXHMH-
YeCKHX HccsieIoBaHusiX. JaHHbIA MPU3HAK MOXKET yKa3blBaTb
Ha passutHe y namuenta AL-amuionnosa uiu bOJIL. k-uenu

www.medprint.ru

SIBJISIIOTCS, KaK MPaBHJ/I10, MOHOMepaMu ¢ GoJiee HU3KOH MoJie-
KyJISIDHOW Maccoi, ueMm 1enu A-Tura, U UMeioT 6oJiee BbICOKHI
kaupenc [11], 4ro, ¢ omHON CTOPOHBI, TPUBOJAUT K HX OoJjee
6bICTPOMY yHAJEHHIO M3 KPOBOTOKA, a ¢ Jpyroii — K GoJee
BBICOKOMY COJIep?KaHHUIO B yabTpaduasTpate. B nanpHefiiem Mol
TUIAaHUPYeM TPOBECTH A006caeI0BaHle MAlHeHTa ISl HCKJIIO-
UeHHUsT IETIOHMPOBAHUST aMUJIOMIHBIX MAacC WM JIETKUX liereil.
MHrepecHo, uToO MpH OMUCAHHBIX B JuTepartype ciydasx AL-
amusonnoza u BOJILL npu «Hecekpetupytouei»>» MM rtakxke
OblJIH BbISIBJIEHbI OTJI0KEHUST K-11enel [9, 23]. Dto npu Tom, uTo
B 75 % cayuasix B COCTaB aMUJIOWIHBIX PUOPUILIT BXOJAT JIerkHe
uenu A-rtuna [30].

JlanHoe kjMHHYeckoe HaOJI0JeHUE JEMOHCTPUPYET CJIOXK-
HOCTH B JHArHOCTHKe <«HecekpeTupylouei» MM, snauenue
ncenenoanust CJILL cbIBopoTKH 7St TOATBE prKIEHHS AMarHo3a
¥ MOHUTOPHHTA 3((PEKTHBHOCTH T€PATTHH.

Cnyyaii 2

[Taumnentka Y., 1974 1. p., nocrynuna B [emaronoruyecku
uentp PAMH B mapre 2009 1. ¢ nojo3peHneM Ha <HeCeKpeTH-
pytoutyto» MM. Cunrana ce6s 6osbHO# ¢ KoHua 2007 r., koraa
MOsiBUJIACh GOJIb B MEXKJIOMATOUHON 06J1aCTH, TJIeYeBOM T0siCe,
MOSICHUYHON 06J/1acTH. Dbl IMarHOCTHPOBAH OCTEOXOHIPO3, T10
MOBOY Yero mMoJydyasa COOTBETCTBYIOILYIO Teparuio, BKJIIO-
YaBIIYI0 HECTEPOUIHbIE TPOTHBOBOCHANUTENBHBIE CpPEICTBA
(mKI0(eHaK, MeJOKCHKAM, HHUMECYJHI), (U3HOMPOLIETyphl
(MarHuToTEpamnus ), Maccaxk, HOBOKaHHOBBIe 6J10Kaabl. DhheKT
JleueHust OblJT HECTOHKHMH: GOJIb yMEHblIaJach TOJBKO MOC/e
npHuemMa aHaJbreTHKoB. B aGopaTopHbIx aHann3ax OTKIOHEHHH
OT HOPMbI He OblJI0.

B 2009 . B cBs13M ¢ yBeAHUEHHEM HHTEHCUBHOCTH 00J1€BOTO
CUHZIpOMa ObIO MPOBEAEHO 1006C/e/I0BAHHE U MIPH PEHTIeHO-
JIOTHIECKOM HCCJIEIOBAHUH TPYIHOrO OT/eJa [03BOHOUHHKA
BIIEpPBbIE BBISIBJIEHBl OYard OCTEONECTPYKUHMH Ha hoHe uch-
¢bysHoro ocreorioposa. 3aronospena MM. Ha stor nepuon
BpeMeHH MOSIBUJINCH H3MEHEHHsI B KPOBH: HOPMOXPOMHast, HOp-
MolLTapHast aHeMusi (reMorio6uH 87 I‘/JI), TPOMOOLMUTOIEHHUS
(70 x 10°/n), naauuure nHopmoGaactos (9:100) u noBbleHHe
CO3 510 62 MM/4. B GHOXHMHUECKOM aHaJH3e KpOBH, 3a HC-
KJII0YeHHEM TMOBBILIEHHs aKTHBHOCTH JIaKTATACTHAPOTeHA3bl 110
1312 EJI/ a1, naTosIOrHueCKHX CABHIOB HE BbISIBJSIOCh.

[1pn UMMyHOXHMHYECKOM HCCJIEIOBAHHU CBIBOPOTKH KPOBH
1 MOUM y MALHUEHTKH He 0OHAPY?KEHO MOHOKJIOHAJBHON cekpe-
MK, uto noareepkiaeHo B D u npu aHanuse KOHLEHTpALMH
CJIL. Tymopa/bHblil HMMYHOAE(HULHT TaKKe OTCyTCTBOBAJ.
3anonospeHa «Hecekpetupytowas» MM, XoTs 3HauMTesbHOE
nobilieHre COD, OTCYTCTBHE CHHXKEHHST YPOBHST HOPMaJIbHBIX
[g cBUIETEILCTBOBAJIM [TPOTHB JIAHHOTO IHArHO3a.

Puc. 3. Mna3marnyeckve KNeTku B MyHKTaTe KOCTHOrO Mo3ra y natueHTa B.
Okpacka reMaToKCUIMHOM 1 303VHOM, 6Or1. YB.
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B. B. PbixKo 1 ap.

Puc. 4. TucTonorn4yeckoe 1 UMMyHOTMCTOXMMUYECKOE UCCNEOBaHWS KOCTHOroO Mo3ra nauuventa B.:

A — HEMHOrO4VCIIEHHbIE KIETKM C MOPONOrmeit, xapakTepHo Ans TUNWYHbIX Nna3MoumnToB. B none 3peHus nveeTtcst HECKONbKO Merakapuoumto. Okpacka
remMaToKCUIIMHOM 1 3031HOM, 6071. yB.; b — 6onee 75 % kneTok akcnpeccupytoT CD38, 6on. yB.; B — KONMYeCTBO KNeToK, akcnpeccupytolmx CD138, HamHoro
NPEBOCXOAUT KOMMUYECTBO KIETOK, MMEIOLLIMX MOPEONIOrnio NNasmMoumTa; I — MHOrOHMCHEHHbIE KIETKM C LITONNa3MaTUHecKoin IKCnpeccueit k-Lenen, 6on. yB.

LIxuTo/I0THYUECKOE U THCTOJIOTHUYECKOE HCCJIEJOBAHUST KOCT-
HOI'o MO3Tra He ﬂO}lTBeleI/]JTI/] HaJIU4yud ﬂﬂaSMOKJ]eTOqHOI;I ﬂpOJ]I/[-
epatmu. KocTHbIH MO3T ObIT MaJIOKJIETOYHBIH, MTPH TOM JIMIIDH
B OJHOM Ma3Ke 6bIJT BbISIBJIEH KOMIIJIEKC KJIETOK, ITOJlOSpI/I’I‘eJIb-
Hblﬁ Ha aTUITUYHbIE. Pema}omnmn 6bl.HI/l peSyJ]bTaTbl TUCTOJIOTHU -
4eCKOro MCC/Ie/I0BaHus TpernaHoO1onTara rnoJB3ioLHON KOCTH,
B KOTOPOM B LUIHPOKHX KOCTHOMO3IOBBIX M0JIOCTAX 0OHAPYKEHbI
JIMLLb KPOBOU3JIMSHUS U T0JIS COCYUCTON OIMyXOJH, MOA03PH-

Puc. 5. mcTonornyeckoe uccnenoBaHMe KOCTHOrO Mo3ra naumeHTKu Y.
Okpacka remaToKCUIMHOM ¥ 303MHOM, 6011. YB.
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TEJILHOH Ha FeMaHTHOSMUTEMOMY, TOT/a KaK KJIeTKH HopMaJb-
HOTO TEMOT033a MPaKTHIECKH He OTIPENEISINCH ( PUC. ).
[TockosbKy HauboJiee HHTEHCUBHBIH 00J1€BOM CHHAPOM
JIOKAJIU30BAJICS B TPYAHOM OT/e/Ie TTO3BOHOUHHKA, BHIMOJHEHbI
KT u MPT nannoit o6nactu. Bbln BbisIBlI€H KOMIPECCHOHHbBIH
nepesioM Tesia Th, co cMelleHHemM KOCTHBIX OTJIOMKOB KaK KHa-
PY2KH, TaK U B MPOCBET CIIMHHOMO3IOBOIO KaHaJja U napasep-
TeOpasibHOe MATKOTKaHHOe 00pa3oBaHUE Ha 3TOM Ke YpOBHe,
MyhTO06pa3HO OXBaThIBAIOILlEe CIIEPEIH TEJO MMO3BOHKA, pas-
mepom 40 X 12 mm. Kpome Toro, npaktuueckd Ha Bcem Mpo-
TS2KEHHH TTO3BOHOUHOTO CT0J16a OTIPEIEIAINCh MHOMKECTBEHHbIE
oYaru ecTpyKLUHH KOCTHO! TKanu, uMetomue B Th, (ciepa)u S,
(cipaBa) mapaBepre6pasibHble MSTKOTKAHHBIE KOMIOHEHTHI.
[TaumenTka mpoKoHCYy/MBTHpPOBaHA B PoccuiickoM OHKOJIOTH-
yeckoM HayyHoM ueHTpe uM. H.H. bsoxuna u MockoBckom
Hay4HO-HCC/IENOBATEIbCKOM  OHKOJIOTMUECKOM — MHCTHUTYTe
(MHUOMW) um. T1.A. Tepuena. B cooTBeTcTBHH € peKOMeH-
JalysiMu OHKoJsioros natenTke B yesosusix [HIL PAMH nox
KT-koutposem 6blia soinosnena 6uoncust Th, 1 onsospeMento
npoBsejieHa BepTeOpornactuka. K coxanenuto, 6uontar Obli
MaJioro 00beMa, UTO CHHXKAJIO €ro MHarHOCTHYECKYH 3HAUM-
MocTb. Kpome Toro, HecMOTpsi Ha TpOBeJieHHbIe JeueGHbIe
MepOTIPUSATHS, Y TALIMEHTKH COXpaHsIach HHTEHCUBHAS KOCTHAS
60J1b, TpeGoBaBLlasi 00e300/UBAHUS HAPKOTHUECKUMHU aHaJlb-
reTHKaMH, BbI3bIBAIOLIUMH JIMIIb KPaTKOBPEMEHHBIH 3(PdeKT.
C cepevHbI anpeJist TOSIBUINCH TPU3HAKH HAPYLICHUS (DYHKIUH
Ta3oBbIx opraHoB. [Tockosbky «HecekpeTupytouias» MM Oblia
MCKJII0YeHa, /11 AadbHeHIIero JeueHus 1 06¢/1e10BaHus MalH-
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enTKa 6bl1a nepeBegeHa B MHMOW um. T1. A. Tepuena, riae 6b11
BepU(HUIUPOBAH IHArHO3 TeMAHTHOMbI MTO3BOHKOB, TPOBEICHA

BepTeOPOTIACTHKA.
[emanruoma (ot rpeu. haima — KpoBb W angeon — co-
cyn) — JoOpoKadecTBeHHAs OMyXOJib, PAa3BUBAIOLIAsCS M3

COCY/IUCTOH CTEHKH, MPEACTABJSAET COO0H KOHTJIOMEPAT TOHKO-
CTEHHBIX COCY/IOB.

[Tonasasitoliee  GOJNBUIMHCTBO — F€MAHTHOM  MO3BOHKOB
nporekaer OECCUMNTOMHO W CJAy4aHHO BBISBJSETCS TMpU 00-
caenosanusx (pentrenorpacdus, KT). Toabko 0,9—1,2 % s1ux
reMaHTHOM COMPOBOXKAAIOTCA  KJIHHUUECKOH CHMITOMATHKOH
[31]. Temanrnombl — noGpokauecTBeHHblE 0OpPa30BaHMS, HO
MX MaJIMTHHU3AlUs TaKxKe BO3MOXKHA. XUPYpPrUuecKoe JeueHue
MOKeT ObIThb YCHEUIHbIM, HO He JIMIIEHO OMacHOCTH H3-3a
Yrpo3bl CUJIBHOrO KpoBoTeueHus. [To 3Toll »ke npuunHe KpaliHe
HexKeJlaTe IbHbl OMOINCHST U TPOKOJI, KOTOpblE MPH MOPaXKeHHH
MO3BOHKA MOTYT OCJIO’KHUTBCS TszKeJIol remaromuesueit. s
JIeueHHUsl FeMaHIHOM MO3BOHKOB HUCIOJIb3YeTCsl MaJOMHBA3HBHAS
MeTO[IMKa upecKoxKHOU Beprebporniactuku [32]. Kpome Toro,
reMaHTHOMBbI UyBCTBUTEJIbHBI K JIyU€BO# TeparnuH.

[IoBbillIeHHE UyBCTBUTEJIBLHOCTH METOJA0B MMMYHOXHMHYE-
CKOTO MCCJIENIOBAHUS JeJaeT <«HEeCEeKPeTHPYIOUIyI0» MHEJoMY
6osiee penkoid. Tem He MeHee B cayuasix, korna P orpuna-
TesbHAs, a KoandecTBenuslil ananu3 CJILL mo3BosisieT BBIABUTD
TMOBBILIIEHNE OJHOH U3 HUX, B HACTOsIIIIEE BPEMsI BCe PaBHO MPo-
JIOJDKAIOT MCTOJMb30BaTh TEPMHUH «HecekpeTHpymouas» MM.
M 310 He BbI3BIBAET YAUBJECHHUS, MOCKOJIbKY AHATHOCTHPOBATH
MoA0GHYI0 MAJI0 CEKPETHPYIOLLYI0 MUEJOMY CTOJMb XKe CI0XKHO,
KaK 1 abCoJIOTHO He cekpertupytoulyto. [1pu «HecekpeTupyo-
wert» MM ycTaHOBUTbL AMarHo3, B T. 4. AuddepeHlLHaNbHbIH,
OLEHUTb Pe3yJILTaThl JIeYeHUs! CJI02KHee, ueM NPpH GOJIbLIIHHCTBE
npyrux Bapuantos MM. Mwmelotesi pasanuus v B TeUeHUH 3a-
6osieBanus. Takue pacnpocTpaHeHHble ocioxkHeHuss MM, Kak
TyGyJisipHast Hepponatusi, AL-amusion103, 60/1€3Hb OTIOKEHHUS
JIerKux/ TsKesIbIX  Llenefl, TpH  «HecekpeTupylomiei» MM
BO3MOXKHBI, HO OYeHb pelKH. B To ke Bpemsi TakTHKa BbliOOpa
Tepanuu U MpOLOJIKUTENLHOCTD 2KU3HH MPH <HECEKPETUPYIO-
eft» MM He 0T/IMYAIOTCS OT TaKOBLIX IPU JAPYTUX BapHaHTax
6ose3ny. ComocraBUMa M 4YacToTa Pas3BUTHS T'yMOpPaJbHOTrO
VMMYHOIe(HULINTA, a TaKKe HH(EKLUHOHHBIX OCJI0KHEHHH —
OCHOBHO¥ TPUYHHBI JICTAJBHOCTH.

«Hecekperupytouass» MM 1nipu Bcell cX0xKeCTH ¢ «KJac-
CHUECKHMHU» BapHaHTaMM GOJIe3HH Bce Ke J0CTaTouHo 060co-
6sena. dto 3aboneBanne-3araaka. Kakue no/mKHbI OBITH TeHe-
THUECKHE TTOJIOMKH, YTOOBI MJIa3MaTHieckast KieTka repecrasa
BBITIOJIHATD OJIHY M3 CBOUX BaKHEHIIHMX (PYHKIHH — CEKpeluio
MUMMYHOTJIOGYJIHHOB? DTH MOJOMKH JIOBOJBHO OJHOTHIHBI, HIH
MOTYT OBITb CaMble Pa3Hble BAPHAHTBI, 3aTPArUBaIOLIMeE HE TOMb-
KO TeHbl TSKEJBIX M JIETKHX Lienell nMMyHoryooyanHoB. Korna
MPOUCXOAAT 3TH MyTauuu? TosbKO JIM MpH peappaHKHPOBKe
reHoB UMMyHorJ106y/1MHOB? U elle MHOro apyrux Bornpocos. M3
BCEX HMMYHOXUMHUECKHX BapuaHToB MM nipu «HecekpeTHpyo-
1ief», BepOsiTHO, UMEIOTCSl caMble BbIPayKeHHbIe FeHeTHYeCKHe
HapyLIeHHs!, U U3ydeHHe 3TOH (OpPMbI TI03BOJIUT B Jla/ibHENIIEM
paclIMPUTh HALIW TPEACTABJEHUS O MaToreHese JAPYrux napa-
NPOTEHHEMHYECKHX reM0o6J1acTO30B.
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