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3aboneBaHus C ceKpeuuen
naparnpoTenHOB

npen3aboneBaHUs - MOHOKIIOHAlbHAsA raMmManaTus HEACHOro
3HayeHud (B TOM Yncrie TpaH3nTopHas napanpoTenHeMus,
nobpokayecTBeHHas napanpoTenHemMums),
acuMmnTomMaTunyeckas (Trnewwasa) mmenoma,;

OHKOremaroJsiormyeckume 3aboneBaHuUs - MHOXXeCTBEHHas
munernoma (MM), conntapHasa nnasmoumnToma,
MakpornodbynmHemma BanbgeHctpema (MB),
HeXOKKMHCKMe numdoomsbl (HJT), XpoHUYeCcKnm
nnmdoonenkos (XJ1J1), bonesHb TAXenbIX Lenewu;

He OHKOJiornyeckume 3aboneBaHuAa — XonoaoBas
reMonuTnyeckasd aHeMmusa, ammnounaos, CKriepomMukcegema,
(MnKkcegemaTosHbiv nuwan), POEMS — cnHgpom,
KpUornodyrnmHemMmsa ¢ npoaykunem MOHOKNOHAaNbHOro
peBMaTongHoro goaktopa, ayTouMMYHHbIN TUpeonauT
XalwunmoTo.



Mpu numdonponndepaTUBHbLIX
3aboneBaHuAX nponudepauus
OnyxoJsieBOro KfnoHa
COMNpPOBOXOAaeTCA ceKpeLneun
MOHOKIOHanbLHOro derka
(napanpoTeuHa)



3aborneBaHus, conpoBoOXaaloLinecs
ceKpeuueu napanpoTemHOB, NPOTEKaloT
C NopaxeHuem noyYek

[MapanpoTenHemunyeckmne HedpponaTmm —
nopaxeHue CTPYKTyp HedppoOHa
MOHOKMOHaribHbIM UMMYHOTIO0OYNTMHOM
n/vnn ero coparmeHTamm ¢ 6onbLIOKU
BapuabenbHOCTbLIO NAaTOMOPMOSTIOrM4ecKux u
KITMHUYECKNX NPOABNEeHNN



MOHOKNOHarbHbIX UMMYHOTINOOYIINH
(napanpoTeunH)

MMMYHOTrobynnH ogHOro Knacca,
KOTOPbLIN CUHTE3NPYETCHA B U3DLITOYHOM
KOnnyectBe OnyxosieBou nnasmaTnyeckou
KINEeTKOW.

CTpyKkTypa MMMYHOTII00yrnHa rnpu 3TOM He
HapyLwleHa, HO CUHTE3 UMMYHOINoodynnHa nnu
OTAErbHbIX KOMMNOHEHTOB B ThICSAYM pa3
NpPeBOCXOANT YPOBEHb OU3NONOrMYECKON
noTpebHoCTH.



[TapanpoTenH

[TapanpoTenH CEeKpEeTUPYEMBbIH 3JI0KAY€CTBEHHBIM KJIOHOM MOKET OBITh IIPEICTaBIICH
- B BUJI€ MOJIEKYJI HHTAKTHOTO UMMYHOT'OOYJIMHA;

- cBOOOIHBIX Jierkux Heneit (CJIL);

- UX COYETaHHU.

[ImazmaTudecKkue KJIETKU CUHTE3UPYIOT MATh U30TUIIOB TSAXKEJIBIX LIETIeH U JBa TUIIa
aerkux — k u A CJIL.

Knerok npoxyuupyromux k-CJIL] B 2 pa3a OoJbiiie.

Willrich M. A., Katzmann J. A. Laboratory testing requirements for diagnosis and followOup
of multiple myeloma and renal plasma cell dyscrasias. Clin Chem Lab Med. 2016

[TmazmMaTrdecKue KIETKU CEKPETUPYIOT OOJIbIIIE JIETKUX LeNeH YeM TKEIbIX, 4TO
o0OecreynBaeT HopMajbHOE (POpMUpPOBaAHUE MOJIEKYJIbI UMMYHOTIIOOyInHA. CJIL He
BOIIIEAIINE B COCTaB MOJICKYJI MMMYHOIJI00yJIMHA BEICBOOOXKIAIOTCSI B KPOBb, 3aTEM
(GUIBTPYIOTCS U MEeTa00JIM3UPYIOTCs moukaMmu. [{upkynupyromue B kposu CJIL] moryT
dbopmMupoBaTh roMoiuMeEpbI — 0estok beHc-JxoHca.
Dispenzieri A., Kyle R. et al. IMWG. International Myeloma Working Group guidelines for
serum-free light chain analysis in multiple myeloma and related disorders . Leukemia. 2009
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Kanna Nambpa

- MoHOMepHbIe - AumepHbie

-25 kda - 50 k[a

- 40% BbLIBOOAUTCH NOYKaAMM - 20% BbIBOOAUTCHA NOYKamMu

- nepuoa NonyXu3Hu 2-3 4 - nepuoa NonyXu3Hu 4-6 4



[loBpexaeHne NoYeK — pacrpoOCTPAHEHHOE OCI0KXKHEHnE M M.

Yacrora gocturaer 60-90%.
beccmenbneB C. C. MHoxecTBeHHast muenoma, 2016

ITouyeuyHas HegoCTaTOYHOCTH pa3BuBaeTcs y 20—40 %
naiueHToB ¢ MM.

[IporaocTryeckn HeOMAronpPUITHBIN (PAKTOP, 2-5 MO YACTOTE
IpUYMHA CMEPTH OOJBHBIX MOCIE MH(PEKITHOHHBIX

OCJIOJKHECHUM.

Dispenzieri A., Kyle R. et al. IMWG. International Myeloma Working Group
guidelines for serum-free light chain analysis in multiple myeloma and related disorders . Leukemia. 2009



-50% OOJILHBIX C BIIEPBHIC BBISIBJICHHOU
MM uUMEIOT ITOYEYHBIE TOBPEKICHHUA,

-20% - moYeuHy10 HEJJOCTATOUYHOCTb;

-10% - Hy>X1al0TCA B FeMOIMAJIU3E.

B. Wirk, 2011



BapuaHTbl mopaskeHus mouexk npu MM

 MuenoMmnas HepponaTusa (HHIIHHAP -HEPPOIIATHS,
cast-neponarusa) — ocHoBHast npuuuHa OIIII (60-

80%)
e AlL-amumonnos B 10-20%

* bone3np geno3uToB jerkux 1eneit B 5-10%
Penkue BapuaHThI:

-TIaparnpoTerH-accormupoBanubii I'H
-UMMYHOTaKTOHHAsl HE(PpommaTus

-cuHApoM DaHKOHU

-[IJIa3MOKJICTOUYHAsA I/IH(I)I/IJII)TpaLII/IH
Leung N., Nasr S., Advances in Chronic Kidney Diseases 2014; 21 (1)



MuenomHana HedpponaTtua (CUHOHUMbI
unnuHap-Hedponartusa, cast-HedpponaTus)

* HanOOJIeEC YaCThIM BAPUAHT IIOPAKECHUS IIOYEK NPHU
MHO>KECTBEHHOU MuenomMme (MM)

* 00YCJIOBJIECHHBINA CEKPELUEN U DKCKPELUEH C MOYOU
MOHOKJIOHAJIBHBIX JIETKUX Liernen (0enka beHnc-/IxoHca)

e 00pa3oBaHHEM OCIKOBBIX LIUJIHHAPOB B JUCTAIBHOM
OTJIEJIE KaHAJIbIIEB

* PA3BUTHEM TYOYIOHMHTEPCTUIHAIBHOTO BOCHAJICHUS 1

¢uopo3a.



MopddoiornyecKue BAPUAHTHI

53 ayroncuu , mariuentel ¢ MM, Il cT. Ig G, Ig A, Ig D, BJ, cpok
HaOmroaenus 1-156 mec. meaquana OB 49 mec., 11,3% na XI'/1.

- cast — nedponatus 49,9%

- AL-amunonnos 17,1%

- nodevHas Kanbuudukanus 10,1%

- OakTepuanabHbIC U TPUOKOBBIC HH(PEKIMU TTOYEK 7,7%
- MUKPOTpOMO03bI 7,7%

CodeTaHHOE MOpaKEHUE

- cast + MM-uHdunbTpanus

- cast + amMmmiIoun103

- cast + MM — uHdunpTpanus + aMuIONI03

Junichiro Takano, 2014



MlatToreHes MH

OunctanbHble KaHanbLa

11 JIL BzanmogenctsytoT ¢ THP,
[MpoBounpytowme paktTopbl:
gerngparaums,

Hn3koe PH mouun,

Bblcokmnn Ca,

NHdeKuns,

dypocemua,

HIBI1, peHTreHOKoHTpacCThl

'] obpasoBaHue LUNUHOPOB,
obCcTpyKUmA

KaHanbLueB, Tybynopekcuc

Mopdonornyeckme NnsmMeHeHus:
aTpocuma KaHanbLeEB,

MHTEepCTULnanbHoOe
BOoCnaneHue,

¢dunbpos

NMpokcnmanbHble KaHanbua
YpeamepHbin aHaounTo3 CJIL,

CJIL akTmBUpyOT pegokc-
CUrHanbHbIE MyTU

arionTo3a

YBenuuuneatroT akcrnpeccuio NF-kB,
YyTo

NHOYUMPYET CUHTE3
npoBocCnanuTenbHbIX LMTOKMHOB

Mopdonornyeckme N3ameHeHus:
TyOYynOHeKpo3,

BocnaneHune, condopos



AL-amunnongos J

Octpblii TyOyIpHBIA HEKPO3
Cunapom @aHKOHU

[TpokcnmanbHbIN

KaHaney,

JlucTanbHbIA KaHaJell

5-10 mr/cyT. ¢ MoUoi

5ol

@unbrpanusa CIIL

Abcop6brms CJIL]
10-30 mr/cyT.

| lnnnnap-HedponaTtud

CJ1Ll+6enok Tamma
Xopceenna
Ob6pasytoT umnuHaps.bl

Sanders P. J Am Soc Nephrol 2012; 23
Campos ML. Nefrologia 2012; 32(1)



OcHoBHble hakTopbl pucka MH

* BblCOKas cekpeuuns MOHOKNoHanbHbIX JIL|

* puck pa3sutna MH yesenunyneaeTtcs npu
KOHLEHTPaLUUN MOHOKIOHarbHbIX cBOOOoaHbIX J1LI B
cbiBOpoTKe 6onee 500-1000 mr/n, konn4vectBe
benka beHc-[)koHca B Mo4e bonee 2 r/cyTku

* PV OLEHKE KOHUEeHTpauun cBoboaHbix J1LI BaXHO
yuYnTbiBaTb UX cOOTHOLeHue. [1pun [1H
PEKOMEHAYIOT cYMTATb HOPManbHbIM Anana3oH
3Ha4veHum k/A ceoboaHbix JI1LI 0,37- 3,1 (6e3 NH —
0,26- 1,65)



IopaxeHue moyex
[IpU MaKpoOrjaodyjJunHeMuu BaabaeHcrpema

« Habnwpgaetcsa pexe yem npn MM

* accouumMpoBaHO C OMNyXosieBbIM KITOHOM, MOHOKNOHAsTbHbIM
nmmyHornobynmHom M un CJIL,

« Mopdronornyeckne BapuaHThl:
— TyOynouHTepcTuumanbHasa natonornsa (Bkn4vas cast-HedponaTtumio)

— rnomepynonaTtumn (0OHapyXmnBarTCs N3MEHEHNSA TMNa
rITOMepYynocKneposa, OKKN3um KIyobouyKoBbIX Kanuinsapos
cybaHaoTeNnanbHbIMU eno3utamm n3 UMMyHornoobynmHos M,
MembpaHonponndepaTUBHLIN rITIOMepynoHedpuT)

— NHUNbTPaUMA NOYEYHOro UTEPCTULMA NUMPONOHLIMU KNeTKkamm
— amMumnougos

— cnHOpPOM DaHKOHMU

— TpomboTnyeckasds MMKpOaHrnonaTus

*  KnnHnyeckn nopaxeHume no4vek npoaBnaeTca yMepeHHOW NpoTeENHYypuen u
mukporematypuen. B 80-90% BbissBnisgetcs 6enok beHc [xoHca, ogHako
ero Konu4yectBo bbiBaeT HebonbLWwMM No cpaBHeHnto ¢ MM. MaccuBHas
NPOTENHYPUA U HEDPOTUYECKNN CUHOPOM BCTpeyatoTcs B 5%, valle
pasBMBalOTCs NpU aMmunonaose, MoryT 6bITb NPOABIEHNEM
rnomepyrnoHegpura.



HedoponaTtum npu numdpomax

XIJ1 po 40%
OBKKJT n NK/T- kneto4yHon numdpome ao 20%

Kowalewska J., Nicosia R. F., Smith K. D., et al. Patterns of glomerular injury in
kidneys infiltrated by lymphoplasmacytic neoplasms. Hum Pathol 2011
OBKKJT o 36,2%
NK/T- knetoyHoun numdoma B 20%

XIJ1 Bcero B 3,7% cny4yaes

Sun J., Yang Q., Lu Z. et al. Distribution of lymphoid neoplasms in China: analysis
of 4,638 cases according to the World Health Organization classification. Am J
Clin Pathol 2012



HedoponaTtum npu numdpomax

nopaeHue no4vek npu manmndectauum JIIN3 BbIABNS-

eTCs peaKko, YTO 0OYCOBNEHO CKYAHOCTbIO
KIMMHNYECKUX, NabopaTopHbIX CUMIMTOMOB BOBIEYEHUS
NoYeK B OMyxosieBbIN npoLlecc

BbISIBNSAETCS NMPU NPOrpeccmMpoBaHnn n/nnm peunansee
PEeOKO BbINOMHAETCA AnarHoctndeckas buoncmsa noyek

KIMMHN4YECKad CUMMIMNTOMAaTUKa HE BCerga Koppesrimpyert C
MOpCbOJ'IOFI/I‘-IeCKI/IMVI N3IMEHEHNAMU B MNMOYKaX

npn MUHUMaNbLHOWN KIUMHUYECKOU CUMNTOMAaTUKE
BO3MO>Hbl JOBOSIbHO BblpaXeHHble NaToMopdosioru-
yeckme namMmeHeHunsa nodek



Mopdonornyeckme BapuaHThbI
nopaxeHus no4vek npu nmmdopomax

o nuMmdongHasa nHGuIbTpanus (Iuddy3Has, ogaronas)

e AMWIONIIO3
« TMA

* I'momepynonatuu (MIII'H, MKI'H, hpuOpuiiasapHbIit
[ 'H, umMyHOTakTOMAHAsA HE(pOonaTusl,
rJIOMEPYJIONAaTH ¢ MUHAMAJILHBIMU U3MEHECHUSIMU )

J>xymabaesa b. T., buptokosa JI. C., Bapmasckuit B. A., Mapeuna C. A. u ap. Knunnko-
nabopaTopHbie 1 MOP(HOIOTHYECKUE 0COOEHHOCTH MOPAXKEHHUS TTOUEK MpU TUMGOTTpoiudepaTuBHBIX

3a0oneBanugx. Oukoremaronorus. 1. 2017



B3anMoCBA3b MEXAY apanpoTEUHAMU U
MTOpaXKECHUEM
ITIOYEK BEPOATHA.

Kakon Tun napanporerHa, Kakoe ero KOJIu4eCTBO
IIPUBOAUT K PA3BUTHUIO TIOBPEKACHUS ITOUEK Y
rmanyeHToB ¢ MM u apyrumu
nuM@ponpoudepaTuBHBIMH 3a00JICBAHUSIMU C
CEKpEIUEN ITapanpoOTEUHa, 10 KOHIIA HE SICHO.



B3auMoCBsA3b MEKAY THIIOM IapanpoTenHAa U
[Opa)KeHUEM IOYECK

[lpoBegeH peTpocnekTUBHLIN aHanmM3 aaHHbIX 108
nauneHToB (81 My>X4nHbI U 27 XeHWMH) B Bo3pacTte 31—
86 net (MeanaHa 62,5 roga), NponevYeHHbIX B YCIIOBUAX
reMaTosIoOrM4ecKoro UeHTpa u oTaeneHmsa remoananmsa
[ BKI um. H.H. bypaeHko.

B nccnenosaHme Obinn BKNOYEHbI NAUUEHTHI C
numdonponundepaTnBHbIMU 3abofieBaHNAMU C
cekpeunen napanpoTenHoB, y 78 U3 H1UX Obina

OvarHoCcTupoBaHa HedponaTus, XpoHn4yeckasi 6oriesHb
noyek (XbIT).

[pynny cpaBHeHUs coctasmnn 30 nauneHToB 6e3
NOBPEXOEHUSA MOYEK.



Ho3onornyeckune chopmbl (N=108)

« MM - 91 (84,3 %)
 coymTapHas miazMonuroMa — 2 (1,9 %),
nuMdorniazMmorurapHaas tumpoma — 3 (2,8 %)

* IUIA3MOKJICTOYHEIN Jiekiko3 — 2 (1,9 %)

« makporioOymmHemus Banpnencrpema — 6 (5,6 %)
« XJIJI-1(0,9 %),

» T-knerounas mumpoma — 1 (0,9 %)

« ®JI-1(0,9%)

« JIBKJI-1 (0,9 %)



OO0cyxaeHue

Y naumenToB c JIMN3 ¢ cekpeunen napanpotenHoB n XbIl1 B kpoBu valle
BCEro onpegensannucb napanpoTEnHDbI

* IgGk
* IgGA
« Chny

« Genok BJ B Mmo4e
[MapanpoTteunHbl IgDA, IgAA, IgAK, IgMK, IgMA onpeaenanuck pexe

OtmeyeHa otpuuatenbHaga koppensunsa CKO ¢ CJIL B kposn, CKO
c 6enkom BJ, 4To cBMOETENLCTBYET O TEHAEHUMN K
nospexgawLlemy sosgencteuto Ha noykm CJIL, n 6enka BJ

B3anmocBA3n mexay TMNoM napanpoTenHa, YpOBHEM ero cekpeLmnm
N NoBpeXaeHneM NoYek y nauneHToB ¢ numdonponndepaTnBHbIMU
3aboneBaHNSAMN He BbISIBIIEHO



Koppeasinusi MeKIy CKOPOCThIO KJIY004YKOBOH (puIbTpaMu

U MapanpoTeMHAMHU MPU XPOHUYECKOM 00JI€3HbIO MMOYECK

Gk (DL |GA |BJL |[Ak |[AA |BJx |CdAO | IO |Gl | BJ
A K/A K

C 0,25(0,03 |-0,17 |-0,31]0,32 | 0,42 |-0,35 |-0,13 [ 0,08 |-0,21 |-0,07
K
P
X -0,17 | -0,23 { 0,21 | 0,3 -0,36 { 0,18 | 0,22 0,10 -0,06 | 0,15 0,06
b
[




BbiBOAObLI

* He BbIABNEHO B3aMMOCBA3N MeXay
doeHOoTUNMMYECKNMN OCODEHHOCTSAMM
napanpoTenHa 1 NoBpeXxgeHmnem novek
npu numgonponugepaTmBHbIX
3aboneBaHnAX

 OTMe4yeHa HeEKOTOopasi B3aMMOCBA3b
mexay HedpponaTtmen ¢ benkom BJ n CJ1L






