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KnuHuko-mopdonoruyeckue BapuaHTbl NOPaXKeHNA noyuek

npy MUENOMHOI 6one3Hu
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0630p NUTEpaTypbl, B KOTOPOM PacCMaTPUBAOTCA KIMHUKO-MOpPdONornyeckme BapmaHTbl NOPakeHWA NoYeK nNpu MUesom-
HoW 6one3Hn (MHOXecTBEHHOW Muenome, 6onesHn PycTtuukoro-Kanepa, reHepann3oBaHHoOW nnasmountome). B cTpykType
OHKOreMaTonornyeckmx 6onesHein Ha 4o MHOXECTBEHHO Menombl npuxogntca 10-15 %. NMopaxkeHre NoYek MOXeT ObiTb
€[IVIHCTBEHHbIM UMM NEPBbLIM NPOABAEHNEM MUENOMHON HedponaTuu. MopaxeHne Noyek, accoLMMpoBaHHOE C MUENOMHON
60ne3Hblo, BKIIIOYaeT MUENOMHYI0 TybynapHyto Hepponatuio (50 %), AL-amunongos (10-20%), 60ne3Hb OTIOXKEHNA NTErKMX
uenent (5-109%) n pag ApPYrmx COCTOAHNN.
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Summary: There are clinical and morphological options of kidney disease in case of myeloma disease (multiple myeloma, Rus-
tickyi-Kaler's disease, generalized plasmacytoma) in literature survey. Myeloma takes 10-15% in the structure of oncohema-
tological diseases. Kidney damage can be the only or the first demonstration of the myeloma nephropathy. Kidney damage
connected with myeloma includes myeloma tubular nephropathy (50 %), AL-amyloidosis (10-20 %), L-chain disease (5-10%)

and some other states.
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MuenomHast 60/1€3Hb — MHOXKeCTBeHHas Mueroma (MM),
6onesnp Pycrunkoro-Kanepa, reHepannsoBaHHas IIas-
MOLMTOMA — 3/I0Ka4eCTBEHHOE HOBOOOpa3oBaHMe CUC-
TeMbl B-muMdonnrTos, xapakTepusylolieecs HeOrpaHM-
YeHHOI Ipoyudepanueil OHOTO KJI0HA I/Ta3MaTHYeCKIX
KJIETOK, IPOYIMPYOIIMX MOHOK/IOHA/IbHBI MIMMYHOLTIO-
OymuH u/um ero ynerkye nemu. 3aboneBaHNe XapaKTepu-
3yeTCs 3HAYNUTEIbHOI UTOT€HETUYECKON, MOIEKYISIPHOM
U npomudepaTUBHON IeTepPOreHHOCTDIO M COPOBOXKA-
€TCA reMaTOJIOTMYCCKIIMMU, MHq)eKHMOHHbIMM, KOCTHBIMU,
HOYEYHBIMI U HEPENKO — HEBPOIOIMYECKMMU OCTIOXKHe-
Husamu [1-6]. B 1978 . R.A. Kule u ero rpymmna BriepBbie
BBECIN O6H.U/H7[ TEPMVH «MOHOK/IOHOHAa/IbHAaA raMMOIIaTnA
HeoIpefieNieHHOro 3HaYeHs» (monoclonal gammopathies
of undetermined significance - MGUS), onucsiBarormit
MHOXECTBO COCTOSIHMIL, 00YC/IOB/ICHHBIX CEKpeLueli I1aTo-
reHHBIX IMMYHOITI00ynuHOB [7-9]. Puck nporpeccuposa-
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HUs MOHOK/IOHOHA/IbHOJI TaMMOTIaTUM HEOTIPEeieTIEHHOTO
3HayeHus B MM cocrasnser 1% B rog [9, 10].
Pemaromum MoMmenTOoM pasButmsa MM cunmTaerca
XpOHMYECKas aHTUTeHHasA CTUMYALNA: HaTPY3Ka UM-
MYHHOJ CUCTEeMBI BUPYCHBIMYU MH(EKIVAMY VIV JPYTUMA
XPOHIYECKIMY 3a00/IeBaHUAMM, TOKCUYECKVMM aTeHTaMIL.
KinuHudeckue 0cO6€HHOCTY OMUCHIBAEMON MTATOIOTUU
B IIEPBYIO OYepe/b CBA3AHbI C IEPECTPOMKAMU B JIOKYCAaX
TE€HOB TsDKENION LIely UMMYHOIIOOY/IMHOB, XPOMOCOM-
HBIMMU JieJIeUAMY, COMaTUYeCKUMM MyTaunsamu [1-3].
MM cunTaeTcs OGHUM U3 Hauboslee pacpoCTPaHEHHBIX
reMo0/1acTO30B: CPeJHETOLOBOII IT0Ka3aTeNlb 3ab0eBa-
eMocTn cocrtaBisAeT 3-4 Ha 100 TBIC. HaceeHMs, TOJIA
B CTPYKTYpe OHKOIeMaTo/IOrn4eckux 6omesHeit — 10-15 %,
CpenM BCeX 37I0Ka4eCTBEHHBIX HOBOOOpasoBaHmil — 1%
[1-4]. Hanb6onee wacto MM mnopakaeT mpefcTaBuTe-
neit HerpoupHoii pacel. C yBenMdeHneM BO3pacTa pacTeT
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u 3a60/1eBaeMOCTh: y nn1y cTapiie 70 JieT OHa JOCTHUTAeT
64,5 Ha 100 ThIC. BbIABUTD 1 3a1IO[O3PUTD 3TO 3a00/1eBaHIe
He BCer/ja JIerKo, TaK KaK OHO XapaKTepyu3yeTcs OOLIMPHOIT
u ManocrenuduyHon cumuromarukoit. [Tannentos 6ec-
MIOKOAT C/1ab0CTh ¥ HeOMOTaHme, 60/ B KOCTAX, TOTepsi
Beca 3a cyeT JUCTPO(MIeCKUX M3MEHEHMIT MBIIIL], CITOH-
TaHHbIE ITePeIOMBI 1 CKeJleTHbIe fedopManyy, THEBMO-
Huu 1 fip. [losiBNeHVe KIMHNYeCKM 3HAYMMBIX CUMIITOMOB
HaO/TI0AI0TCs Ha 2—3-M FOfy 3a007IeBaHMs, a B OTE/IbHBIX
caydasx — cnycts 6-10 et [1-6, 11].

Y Bcex manmeHTOB ¢ nofo3penneM Ha MM nepBoHa-
YajIbHO OLIEHMBAKT 0b1iee cocTossHue o mkaae ECOG
(Eastern Cooperative Oncology Group), mo3BosioLieit
OIpeneniTh, Kak 60/e3Hb BIMsIET HA Ka4eCTBO >KM3HM.
[TpoBOAAT OCMOTP MUHAA/INH U IIOJIOCTH PTa, 0053aTeNb-
HO — Ha/bMALMI0 HOCTYIIHBIX TPy nepudepndecknx
nM$aTNYeCcKIX y3/10B, eYEHM U CeJie3€HKI. BRIIOMHSIOT
PAL CTaH[JAPTHBIX Tab0PaTOPHBIX MCCIEJOBAHMIL: 00-
M ¥ OMOXMMMYeCKye aHaIU3bl KPOBH, KOAryJIorpaMma,
muenorpamma [2-6, 12, 13]. Jlnsa mocTaHOBKM AMarHosa
UCITONIb3YIOT PEHTTEHOIOTMYECKOE NCCIeOBaHMe KOCTel
CKeJIeTa, a IIPY ero HeaPeKTUBHOCTY — KOMIIBIOTEPHYIO
M MarHUTHO-pPe30HaHCHYI0 ToMmorpaduio. B mepsyio ove-
penb MCCIERYIOT Te KOCTHDbIE CTPYKTYPBI, Ifie TOKaIn3y-
eTcsi 6071b, ¥ KOTOpbIE Yalile BCErO BOBJIEKAIOTCS B [ATO-
JIOTMYeCKMIt Ipoliecc (IT0CKMe KOCTH Yeperia, KOCTH Tasa,
TPYAUHY U pebpa, TO3BOHKM, IPOKCMaTbHbIe AMM(U3bI
OepeHHBIX M IUIeYeBbIX KocTell). B 60 % crydyaes mpu
MM 06Hapy>XUBAWTCS eVHNYIHBIE W/ MHO)KeCTBEHHbIE
o4ary ocTeonusa, fudPysHbIl 0CTEOOPO3, TATOTIOTIYe-
CKJie IIePEIOMBL. VI3MeHeHMs B KOCTSX Yepemna BhIITIAAT
KaK CBoeoOpasHble «IIpo6oitHMKOBbIe» ledekTsl [1-4, 13].
OpHo n3 Hambormee YaCThIX KIMHNYIECKUX, MOPDOIOrn-
YeCKMX U TabOpaTOpHBIX MpossaeHnii MM - mopaxkeHne
rmoyek. OHO MOXeT OBbITh IEPBBIM M/IM €IHCTBEHHBIM
CHMIITOMOM 3a00/IeBaHMs ¥ CIY)KUT BOXKHENIINM Hera-
TUBHBIM IPOTHOCTNYECKUM (HAKTOPOM, YMEHbIIAIOIIM

BBDKVMBAEMOCTD MAIMEHTOB. TsKenoe mopakeHue Mo4ex
B IIEPBYIO Ouepenb 0OYCIOBIEHO CeKpelueil n 3KCKpe-
/el C MOYOI MOHOK/IOHA/IbHBIX JIETKUX Iiemel (6enka
Benc-/I>xoHca) ¢ oOpa3oBaHyeM OENKOBBIX LVMINHAPOB
B IUCTAIBHOM OTZe/ie HehpOHa, pasBUTHEM TYOYIOMHTED-
CTUIIMAIBHOTO BOoCIajieHus u ¢pubposa [1-6, 11].

CrerndnvecknM MeTOfOM guarHocTuku MM cum-
TaeTCs MPOTOYHAS LIUTOMETPUS C BBIYMCIEHMEM IIPOJIU-
(dbepaTMBHOTO MHEKCA IIa3MAaTUYECKNX KIIETOK — TOJIN
[Ia3MOLIMTOB, HAXOMSLIMXCS B S-(hase K/IeTOYHOTO IMKIIA.
Onpepnenenne cofep>kxaHus aHTMOT€HHBIX IIUTOKIHOB,
HeoOXOoMMOe [T OLIeHKM IPOrHo3a 3aboneBaHms, uc-
IO/Ib3YeTCs Ha NMpaKTUKe KpaiiHe penko [13]. B. Durie
u S. Salmon paspaboranu cuctemy craguposanus MM
Ha OCHOBE COBOKYITHOCTM AMAarHOCTUYECKUX NTPU3HAKOB,
KOTOPBIX CTIeflyeT IPUAEPKUBATbCA NPYU IOCTAaHOBKE [N~
argosa (Ta6bm.).

B 2009 r. 6pI1a co3naHa MeXAYHapORHAas TPYyMIIa 110
U3Yy4eHUIO IOBPEX/eHMA MOoYeK IpU MOHOK/IOHAIbHBIX
raMMarnaryax, KoTopas TpeMs rofjaMy Io3xe IpefIoKmuIa
IPVYMEHATh TEPMUH «MOHOK/IOHaJIbHAsI TaMMaIaTys I10-
YEYHOT0 3HAYEHUSI» VT «MOHOK/IOHa/IbHAsi TaMMaItaTmsi
C TIOYEYHBIMU TOCIENCTBUAMM» [JIsA TOTO, YTOOBI MOJI-
YepKHYTb IaTOT€HeTUYECKYI0 PO/b MapampoTeNHEMUN
¥ BBIBECTU LIEJIBII PSIfi COCTOSIHMI 13 pa3psifa «goOpoka-
YeCTBEHHBIX MOHOK/IOHOHA/IbHBIX TAMMOIIATIII HeoIpezie-
JIEHHOTO 3Ha4YeHUs» [14]. DTO MOMOIIO BBIAENUTD A~
€HTOB, Y KOTOPBIX II0YeYHasA HEIOCTATOYHOCTb BTOPMYHA
I10 OTHOIICHNUIO K MOHOK/IOHA/IbBHOMY UMMYHOITIOOYIINHY,
CEKpeTUPYEMOMY 3/10Ka4eCTBEHHBIM KJIOHOM TI/Ia3MOLIM-
TOB, U CaMa Io cebe He cumTaeTcs 3aboneBanueM [9, 14].

Xponnyeckas 6onesHb nouek (XBII) y 6onpabix MM —
BTOpast 110 YacTOTe MOCIe MH(EKIMOHHBIX OCIOKHEHMIT
npyuunHa cmepty [15]. K MoMeHTy obpalieHust 3a Meau-
I[MHCKOJ MTOMOIIbI0 TIOpa’KeHNe TT0UeK perucTpupyercs
y HOJIOBYMHBI TaKMX IAaleHToB [16]. AHamus 775 Habmio-
neHnit MM B cTpaHax ceBepo-3anafiHoli EBponbl mokasar,

Tabnuua

Cmaoduu u duazHocmuueckue npusrnaxu MM [4]

Crapgusa ITpusHaku

Knerounas macca,

1012/a2 CocrosiHye GyHKIUM [T0YeK

COBOKYITHOCTD IIPM3HAKOB:
+ ypoBeHb reMornobuna 6omee 10 r/mn
+ HOPMaJIbHBII YPOBEHD Ka/IbLIMA CBIBOPOTKU KPOBU

I OYar mopakeHus

¢ HUSKIIT ypoBeHb M-TIpoTenHa:

a) umMmyHorno6yms G menee 50 1/

6) mmmyHorno6ymuH A MeHee 30 /1

+ 6enok benc-JI>xoHca MeHee 4 I/CyTKM

¢ PEHTT€HOJIOIMYECKN HOpMaJIbHAA CTPYKTypa KOCTeN 1In OJII/IHO‘-IHblf/'I

A — HOpMarbHAA: KpeaTVHUH
CBIBOPOTKH KPOBH MeHee
170 mxmons/n (2 r/mm)

Mesnee 0,6

11 Iokasarenu, HecooTBeTcTBYIOMMe HI I, Hu III crapuam

0,6-1,2

OpuH nnu 60ee U3 CIEAYIOLINX IPU3HAKOB:

¢ YPOBEHDb remoro6uHa mesee 8,5 r/mn

+ TIOBBIIICHHbII YPOBEHD Ka/IbLINA CBIBOPOTKU KPOBU
III .
+ BBICOKUIT ypOBeHb M-IipoTenHa:

a) ummyHorno6ymH G 6omee 70 r/n

6) mMMyHorOo6yINH A 6071ee 50 r/n

+ 6emok benc-JIxoHca 6onee 12 r/cyTkn

¢ MHOXE€CTBEHHDbIE ITIOPpAJKEHNA KoCTen (60nee TpeX MNTUYIECKUX OanOB)

B — cHIDKeHHas: KpeaTUHMH
CBIBOPOTKY 170 MKMOTB/ 1T

Boree 1,2 u 6onee (2 r/mn u Gonee)
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YTO [P YCTAHOBJIEHNN AMAaTHO3a Y 29 % IalueHTos onpe-
nensnack XBII [15]. Okasanock, 4to 23,4 % malueHToB
Ha4MHa/IM JiedeHMe IMEeHHO y Hedpoora, Tak KaK y HUuX
Ipy 0OpallleHNy 0TMEYaIoCh HOBBILICHIE YPOBHS CHIBO-
poTo4HOro KpearuHuHa [17].

It 0603HaueHNs MOpaykeHus Io4yeK Ipy MM Ha mpa-
KTUKe Haubojee 4acTo MCIONb3yeTCst 0000IIeHHbI Tep-
MJH «MUeTOMHas HeppomaTyisi». MeXy TeM IIopaKeHIe
HOYeK C HO3UIMIT MOphOIorny 1 nato(uauoIornm 3aech
JOBO/IBHO pasHoobpasHo. [Ipy MM maTonmornyeckue us-
MeHeHMsI MOTYT HaO/MIofaTbCs B pas/IMYHBIX OTHeNaxX Hed-
poHa: KTyO0UKe, TYOOIOMHTEPCTULINN 1 COCYAMCTON CETH.
[TosTOMY BBIEE/AIOT CIIEAYIONIMe BapUAHTBI IOPAXKECHMS:
MIeIOMHas TyOy/LipHas HeppoIaTus — MUe/IOMHas II04Ka
(50 % cny4aes), AL-ammono3 mogex (10-20 % crydaes),
60/1e3Hb JIETKMX/TSDKEIBIX Lielleil ¢ HOpaXeHUeM HoYeK
(5-10% ciy4aes). K pegkum BapuaHTam, BCTPEYAOIINMCS
He 6oyee 4eM B 5% HaOMOIEHNI, OTHOCAT He(pOIaTuIo
Ipyu KpuorobynuHemny, cMHApoM PaHKOHM B3POCTIBIX,
IJIa3MOK/IETOYHYIO MH(IIBTPALIUIO IOYeK ¥ HEKOTOPbIe
mpyrue [1-5,7, 11].

B ocnose noyeunoit naromoruu npu MM nexut cexpe-
LVIs OITYXOJIEBBIMY IIa3MOLIUTaMU OOJIBIIOrO KOMYECTBA
MOHOK/IOHAJIbHBIX JIETKMX Ilellell K U A, HOMafalolux
B IIPOCBET KaHa/IblLIeB MOYEK Yepe3 MY/IbTUINTaH HBII
SH/IOLMTAPHBIN PELENTOPHBIN KOMIUIEKC. DTOT IPOIiece
COIPOBOXKJAeTCsA aKTUBaluell AgepHoro pakropa-kB,
MUTOTeH-aKTUBUPOBAaHHBIX IPOTEMHKIHA3 M BBIOPOCOM
IPOBOCIIA/IUTENbHBIX IIMTOKMHOB, YTO BefleT K MHTEPCTH-
I[1a/IbHOMY BOCIIAJIEHNIO, a 3aTeM — K ¢p1bpo3y. B nucrann-
HBIX OTJIe/IaX KaHa/IbLIeB JIETKIe LIeTIM COeTHAIOTCA € Oer-
koM Tamma-Xopcdanna (ypoMopyMHOM), B pe3yybrare
4ero U GopMUPYIOTCA O6eIKOBble IVIMHAPHI [1-4, 8, 16].
/3-3a KaHA/IbLEBOM OOCTPYKLUY UX COREP>KUMOe CTpe-
MUTCS B MHTepcTumit. IIporeomuTudeckue ¢pepMeHTHI
U MeTabOMUTBI KUCIOPOZa BBICBOOOX/AIOTCS IIPU B3au-
MopeiicTBuy 6enka Tamma-Xopcdamna ¢ Makpodaramu
" IMTOKMHAMU (TpaHchopmupyoimm pakTopom pocrta-f,
VHTep/IeIIKUHOM-4, (GaKTOPOM HEKpO3a OIIyXO/M-a), YTO
obycnoBnuBaeT noBpexaeHue tkaneit (8, 9]. Bce aro
IPUBOAUT NEePBOHAYATBHO K 00Pa30BaHMUIO TMaTMHOBBIX
BKJIIOYEHUII U leTeHepaluy KIeTOK, a BIIOCTEeNCTBUM —
K HapylleHNI0 GYHKLUU IIPOKCUMAIbHBIX KaHAJIbIIEB,
BBI3bIBasl OCTPOE IOBpPEeX/ieHNe IoYeK. B mocnenyomem
(B Teuenne 2-3 mecsiteB) pasBuBaercsi XI1b, B KOHEYHOM
uTore TpebyoLIas 3aMeCTUTENbHON [TOYEIHOI TepaTI.
Haunbornee 4acTo, B CPOK OT HECKOIBKIX MeCSLEB [0 TOfia,
XBII ocnoxxHsieT MuenoMHyko Hedpomaruio. [Tpu AL-
aMuIouzo3e 1 6one3Hu nerno3uTos nerkux remneit (BIJILT)
XBII pasBuBaercs He paHbllle, 4eM depes 10 mer. Juanus
Tpebyercs 5% MaLMeHTOB ¢ IaTOJIorKelt oyek npyu MM,
HO BOCCTaHOBJ/IeHNMe PYHKLIMY [TOYeK MIPOMCXO[UT He 60-
niee 9yeM B 15 % Habmrogenmii [9, 12, 13].

MuenomHas Hepponatus

MuenomHas HepponaTus AMarHOCTUPYETCS Ha OCHO-
BaHNM JIOKa3aHHOJ MM, BBICOKOJI KOHLIEHTPALIMN MO-
HOKJ/IOHAJ/IbHBIX JIETKUX lleTlell B CBIBOPOTKe KpoBU 1/

WM MOYe, IPOTeMHYpUY U 6MoIIcuy nodek. MuenoMHast
HepoIaTus XapaKTepy3yeTcsi MAaCCUBHOI IIPOTENHYPUE,
KOTOpas MMeeT KaHa/IbLeBbIIl XapaKTep, I OTCYTCTBUEM
HepOTUYECKOTO CUHApPOMA. B KIMHUKe He perucTpu-
PYIOTCA apTepuanbHas IMIEPTEH3UA, MUKPOreMaTypus
U CUCTeMHble opaxkeHus [1-7, 9, 18-20]. Xapakrepen
BBICOKIII yPOBEHb CeKpeLyi MOHOK/IOHA/IbHbIX JIETKVX Iie-
Ieli, KOTOPBIVI BBIAB/IAIOT IIPU MICCTIEJOBAHUY CBIBOPOTKI
KPOBU M MOYU METOJaMU MMMYHO3JIEKTpodopesa U VM-
MyHodukcanuy. I1pu snekrpodopese CBIBOPOTKU KPOBU
MOHOKJIOHa/IbHbIe nerkue nemnu (6enok berc-JIxoHca)
ompepersitorcs y 80 %, a mpu nmmyHobukcanyu — y 93 %
nanueHToB. ITpy onjeHKe KOHLIEHTPALMU CBOOONHBIX JIeT-
KMX Ilemell K M A BaKHO YYUTBIBATb YIX COOTHOLICHUE.
[Ipy mo4YeyHOI HEJOCTATOYHOCTY PEKOMEHYIOT CUM-
TaTh HOPMaJIbHBIM JMAIla30H 3HAYCHMII «KaIla/IamMoa»
0,37-3,1, 6e3 modyeuynou HemocratoyHocTy — 0,26-1,65.
ITpu MyenoMHOI He(pOIaTuy IeTKye LieIV ONPeIe/IA0TCA
B O[JMHAKOBOJ KOHI[eHTpauuu [1-5, 7, 9].

B HedpobuonTarax Ha CBETOONTIYECKOM YPOBHE ITpU
OKpacKe reMaTOKCVUIVHOM U 903VIHOM BBIABJISIOT 3031-
HO(U/IbHBIE CTIEIIKM KaHA/IbLEB C XapaKTepHOI MHOIO-
CJIONHOM CTPYKTYPOIL. DTU UVIMHJPBI OKPY>KEHBbI 3TN Te-
NMaIbHBIMU KJIETKaMy, TUMQOLUTaMU, HeliTpoduaamy,
TUTAaHTCKUMM KJIETKaMyl MOHOLUTapHON WM Makpoda-
raJIbHOI IPUPOADI, YaCTO C BKIIOYEHNUAMY OETKOBBIX
¢parmenToB. OOHapyXUBaOTCA aTpousa KaHaIbIIeB
u pubpo3 MHTepcTUNA (MOpaskeHMe KITYOOUKOB He Xa-
paktepHO). Peaxtus Illngda (PAS-peakiysa) UMIMHAPDI
He BOCIHpMHUMAIOT. [Ipy MMMyHOMOPGOIOrNIecKOM
UCCIIENOBAHNY B HUX B 3aBMCYMOCTY OT TUIA CEKPeLuy
00HApYXVBAIOT (PUKCAIVIO IETKYUX Lelell Kalla- YIu
nambpma-tuna [1-5, 7, 9].

AL-amunongo3

AL-aMunonyios xapakrepusyercsi HepOTUIECKNM CHH-
IPOMOM C KITyOOUYKOBBIM XapaKTepOM HPOTEUHYpPUK
U CUCTeMHBIMU MOpaxeHusimu [1-5, 7, 9, 18-20]. Emy
CBOJMICTBEHEH HU3KUI YPOBEHb CEKPEUUM MOHOKIIO-
HaJIbHBIX JIETKMX Ilemeil \. ApTepuanbHas TUIIEPTEH3Us
" MUKporemarypus He Habmropatorcs. [Ipu nogospennn
Ha AL-amMumongo3 He0OXOMMMO BBIIIOTHUTh OUOIICUIO
MIOZIKOXKHOI JKVMPOBOJT K/IETYATKY, CIU3UCTOI 000TI0UKM
YKETyZOYHO-KHUIIEYHOTO TPAKTa, KOCTHOTO Mo3ra. Tonbko
[PV OTPULIATE/TbHBIX Pe3y/IbTaTaX STHX TECTOB HAa3HAYAIOT
6morncuio mouku. OTIOKEHMsT aMUTIONTIA OT/IMIAKOTCS OT
OT/IOXKEHMUII IPYTUX OEIKOBBIX arperaroB TeM, YTO OKpa-
IIMBAIOTCSI KOHIO-KPACHBIM (C XapaKTepHBIM sIPKO-3eJIe-
HBIM JIy4elpeIoM/IeHNeM B ITOJLIpMU30BaHHOM cBete) [19].
ITOT METOR CYNTAETCS 30/I0THIM CTAH/JAPTOM U UCIIOTIb-
3yeTcsi Ijis1 OOHapy>KeHMs aMmonga yxe 6omnee 50 yer.
OcaxxieHne MOHOK/IOHAIbHBIX JIETKUX Iiemen (daime A)
CTaHOBUTCS CTIECTBUEM B3aMMOJEICTBUS MEX/Y O10-
(u3NYeCKMMU U CTPYKTYPHBIMY KOMIIOHEHTAMM CAMOTO
aMMJIONHOTO OefKa 1 OKpy>Karoleli cpefpl (COCTOsHIE
«TKaHb—MMIIEHb» ). [Ipy 9/1eKTPOHHOI MUKPOCKOIINY aMM-
nougHble GUOPUIIBI [UaMeTPOM OT 7 0 12 HM BBITTIAAT
CIUIOLIHBIMY U CTy4YaifHO PacronoXKeHHbIMI. OTIOXeHNS
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O6I)I‘-IHO HaxXogAT B ME€3aHTUN, ]/[HTepCTI/I]_U/H/I " CTE€HKaXx
cocypos [1-3,9, 20].

bonesub 4eno3nToB nerkux uenei

BIJILT B 48-53 % ciy4aeB IpOsBIAeTCS HeQPOTUIECKUM
CUHJIPOMOM U apTepMa/IbHOI runepreHsuelt [18-20]. Xa-
paKkTepHa HpOTeUHYpUs KIyOOUKOBOIO VWIM dallle cMe-
LIAHHOTO XapaKTePa M HMU3Kas CEKPEeNysa MOHOK/IOHAIb-
HBIX JIETKUX Lierieii k. B 001jeM aHammse Mo4uy 0OHapy>Xu-
BAIOTCA IPU3HAKM MUKporeMarypun [1-3, 5,7, 9]. Inarnos
Hedpomaruu Benenctue BIJIL] ycraHaBIMBaoOT INIIb HA
OCHOBAHUY OMOIICUM TOYKI.

Ha paHHMX cTagusax 3aboyeBaHUs IIPU CBETOBOIL
MMKpPOCKOIIMU KapTUHA OMOIITaTa MOXKET Ka3aTbCs HOP-
MaJIbHOI, Ha II03/Hell CTafuy XapakTepHbIM MOp¢oo-
IMYECKMM NPU3HAKOM CUMTAETCA HOAYIAPHBI IIOMe-
pynockiepos. Kiy6ouku MMeIoT y3710BaThlit BULL 38 CYET
HepaBHOMEPHOTO YBeIMYeHNsA 00beMa Me3aHIMaIbHOTO
MaTPUKCa C PA3JANYHON CTEINEHBIO €T0 KIETOYHOCTH.
B 6asanbpHBIX MeMOpaHax ¥ Me3aHIMM OOHapyXUBaeT-
Cs1 TOMOTreHHbII PAS-103UTUBHDBIN MaTepuan ¢ MeIKO-
3€PHUCTON yABTPACTPYKTYPOIL, HEBOCIPUHMMAOLINIA
KOHTO-KPacHbIiL. [[eIO3UThI IETKUX Leell B OCHOBHOM
JIOKa/IN3YIOTCS B 6a3a/IbHOI MeMOpaHe KaHa/IbLIeB U Ka-
HNIUIAPOB KIyOOUYKOB, B MEHbLIEN CTEIeHN — B Me3aH-
I'MabHOM MaTPUKCe, CTeHKaX apTepuii M MHTEPCTULIMN.
B pspe cmydaeB KIyOOUKM MOTYT BBITIALETh HEM3MEHEH-
HBIMM VI OT/INYATHCS HE3HAYUTETbHBIM PaCIIMpeHNeM
ME3aHIUA.

Hawn6omnee nHPpOpMaTUBHBIM METOIOM B JUATHOCTUKE
BJUILI canTaeTcst UMMYyHOMIYOPECIIeHTHOE MCC/IEOBAHYE
6uorrara ouky. [IMarHo3 CYUTAIOT MOATBEPKACHHBIM
Ipy 0OHAPYKEHUY AETIO3UTOB, IMHEITHO PaCIIONOXEHHBIX
BIONb 0a3a/JbHBIX MeMOpaH KaHajblleB 1/UIN KIyOou-
KOB, COflep>KallliX MOHOK/IOHA/IbHbI€ JIETKIE LIETIV OJJHOTO
tumna (damie k). Hepenko mofo6HbIe OTIOXEHNS BBIABISA-
I0T U B IPYTMX CTPYKTypax HeppoHa: Me3aHIUY, UHTEP-
cTunuy, cocypax. IIpy aeKTpoHHO MUKPOCKOIIMY OHM
MPEZICTTABIAIOTCA TPAHYIAPHBIMMU 37IEKTPOHHOITIOTHBIMMU
CTpyKTypaMu. B x1yboukax [emosuTsl TOKaIN3YIOTCSI
IpeUMYIeCTBEHHO CYO9H/IOTeNaNbHO, B KaHa/IbIaX —
BJIO/Ib HAPY’>KHOJI IIOBEPXHOCTU 6asa/jbHON MeMOpaHBbI,
obpalieHHOIT K MHTepcTHIMo [1-3, 9].

WMmyHoKoMMNIEKCHaA HedpOMaTUA NPY KPUOTAIO6YIMHEMUN

Kpuorno6ymmHe! — aHOMaIbHble UIMMYHOITIOOY/IMHBL, KO-
TOpbIe MOTYT IIPUCYTCTBOBAaTh B KPOBY NP psifie 3a0071e-
BaHMsA. OHM 00/1aJjal0T CHOCOOHOCTBIO K IPelUIIATALN
npy Temrieparype MeHee 37 °C 1 popMupyroT HepacTBOpH-
Mble CBEPTKI B COCYAAX pa3/MIHbIX opraHoB. Kpnomnpery-
IUTAINIO OOHAPYXXUBAIOT IIyTeM XOJIOJHOTO OCaX/eHUS
CBIBOPOTKM KPOBMU, KOTOPYIO COOMPAIOT ¥ 06pabaThIBAIOT
npu remmeparype 37 °C. [Ipy MM kpuorno6ymHeMus Mo-
>KeT ObITh MOHOKIOHaIbHOM (I Tirr) u cmenranno (11 tum).
Kpuorno6ymunsl I tna mocTpoeHs! 13 MOHOKIOHa/IBHOTO
UMMYHOITO6YIMHa, Kpuorno6ynuust II Tuna - cmech
MOHOKJIOHa/IbHBIX MIMMYHOITIOOY/IMHOB K1acca M, cBA3bI-
BAIOLVX NTO/IMK/IOHA/IbHbIC UMMYHOIIOOY/IMHBI K1acca G.

Eme BoiesstioT kprorno6ymvast 111 Tuma npepcrasiaor
co6011 cMech IONMK/IOHA/IbHBIX UMMYHOITOOYINHOB M
uGl[4,5,7,9,18-24].

Kpuorno6ymuaemus I Tuna valie NposiBIAeTCs HOBBI-
IIeHVEeM YyBCTBUTENIBHOCTHU K Xooay (cuazpoM Peiino,
X0JI0f0Bast KpanuBHuIA). [leppoHauaIbHO HM3KOTEMIIE-
paTypHOe BO3JeliCTBYe MPUBORUT K 00pPa3OBaHUIO MU-
KPOTPOMOOB B COCYHaX, YTO BeleT K aKpOLMHO3Y, aKpoO-
HekposaM U B 20-30% ciy4aeB — K IIOpa)K€HMIO TOYEK.
B eqMHUYHBIX HAOMIOeHUAX GUKCUPYIOTCA CIydan Kpu-
OKPUCTA/ZIONIOOY/IMHEMUY U TaK Ha3bIBaeMOTO ITIOMe-
pynoHedpUTa C OPraHU30BAHHBIMY MUKPOTPYOOUKaMU
IeIO03UTOB MOHOK/IOHA/IbHBIX UMMYHOIIIOOYIMHOB (glo-
merulonephritis with organized microtubular monoclonal
immunoglobulin depsits - GOMMID), KOTOpBbI1 MOXOX
Ha OIVH U3 BapMaHTOB MMMYHOTaKTOMJHOTO ITIOMepY-
noHedpura. Ero 0co6eHHOCTBIO CYMTAETCS TOsIBIICHME
B KJIYOOUKaX MUKPOTYOYIAPHBIX GUOPUIIT AMaMeTPOM
32-50 HM, UMeHYeMbIX TAaKTOMJAMU ¥ COOPaHHbIX B IIa-
pajUienbHble 06pasoBaHus. [ToMepyIoHeppUT ¢ MUKPO-
Tpy6OUYKaMU ¥ MMMYHOTAaKTOUHBII I7IOMEPyTOHePPUT
00BbeUHAET TO, YTO KPUOIIOOYIMHBL B 000UX CIydasx
006pasyloT OpraHM30BaHHbIE CTPYKTYPbI — KPUCTAI/IBL
B IIEPBOJI CUTyaLUL U IIOJIbIe MUKPOTPYOOUKY — BO BTOPOIX
[4,5,7,9,21-24].

ITpu xkpuorno6ynuuemun Il Tuia maToreHeTHYeCKas
OCHOBA IOPa)XeHN MOYeK — UMMYHOKOMIIIEKCHBII Ba-
ckymuT. OHa BCTpedaeTcs KpaifHe pefKo, IOTOMY YTO
B 00pa3soBaHMM MMMYHHBIX KOMIIJIEKCOB OOBIYHO IIPU-
HJMaeT y4acTyie MOHOK/IOHA/IbHBII MIMMYHOITIOOY/INH M
(peBMaToupnHblit pakTop), apduuubi K Fc-pparmenty
HO/IMK/IOHATBbHOTO MMMYHOrNo6ymuua G. PassuTue mno-
mo6HbIX HedponaTuit 6ojee XapaKTepHO [/IsI MAKPOITIO-
O6ynuHemuy BanbeHcTpeMa, IPYTUX HEXOMKKUHCKUX
nuMdpoM (c cekpelyeil MOHOKIOHATbHOTO YMMYHO-
rno6ynuHa M) 1 XpOHUYeCKOro BUpycHoro remaruta C.
Cunppom PeriHo, akpoInaHos, X0I0f[0Bast KpaIMBHNIIA,
nypoypa, apTpanrus, nepudepudeckas HelipomnarTus,
HOopaXkeHNe MeYeHM TAaKKe MOTYT HabIofaTbCs HpH
kpuorno6ynnuemun II tuna. Kak npasuno, o6HapyxuBa-
I0TCs1 HeppoTuueckuii (pexxe HeQpUTHYECKIIT) CUHPOM
U MMKpOTeMaTypys Ipy HEBBICOKOM YPOBHE a30TeMUMN
[4,5,7,9].

ImmyHoTaKTOMAHbII rMomepynoHedput

VIMMyHOTaKTOMIHBII IIOMePY/IOHeDPUT HPOABIAETCSI
BBIP@)XEHHOI! TpoTenHypueit u B 50 % cinydaes — Hedpo-
TUYECKUM CHH/IPOMOM. Y MHOTMX OO/IbHBIX HaO/TIONA0TCS
MUKpOTeMaTypus, apTepyuanbHasi TUIEePTEeH3UA U Hapy-
meHue GyHKIUI IoYeK (SIKCKpETOPHOIL, FOMeoCTaTIde-
CKoOIi, MeTabonudeckorr). IIpu cBeTOBOI MUKPOCKOIUN
OyonTara MOYKM ONpPefeIsIoT Me3aHIMOKaU/UIAHBII,
SHIOKAIWULAPHBII, MeMOpaHONIPOIU(pepTUBHBII 1/MIN
9KCTpaKaWULAPHBII (CepIOBUIHBII) BUABI ITIOMEPY/IUTA.
ViMMyHODIyOopeclieHTHasE MUKPOCKOINSA BBIABIIAET 3€p-
HJICTOE OKpalllBaHMe MaTOT€HHOTO0 MOHOKJIOHAJIbHOTO
VIMMYHOITIOOY/IMHA B CTEHKE KaIM/IIAPA Vi/ VU Me3aHT U
(4,5,7,9,21-24].
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MpuobpeTenHblil cuiapom DaHKoHN

ITo pepxoe cocrosiHMe npu MM, npossnAooLieecs Ha-
pylleHNeM peabcopOUMOHHOI CIIOCOOHOCTH HPOKCHU-
MaJIbHBIX KaHa/blieB. [Tpyu 1a60paToOpHOM MCCIe0BaHNN
00OHapY>KIBAIOTCSA [TIOKO3YPHsl, aMUHOALMAY U, TUIIO-
ypuikemus, runodocdateMys 1 MeTabOIIMIeCKUI aUI03.
YcTaHOBIEHO, YTO IOPAXKEHME ITOYEK BBISbIBAETCA HETIO-
HOCTbIO pacHI€I/IEHHbIMU JIETKUMU LENAMU, KOTOPbIE
OTK/IaAbIBAIOTCA B BUAE KPUCTA/IMIECKUX BK/TIOYEHU
B IIPOKCMMA/IbHBIX KaHanbLax. boree uem B 90 % cryyaes
JIETKNE Leny NpenCcTaBIE€Hbl Kalllla-TUIIOM. Y MmHormx
HallYIeHTOB 3a0b0/eBaHMe MPOTeKaeT MaJOCUMITOMHO
U HecneluUYHO, IO3TOMY 4acTO JUAarHO3 yCTaHAB/IU-
BalOT INIIDb TPV HAINMYNY IPOTENHY PN, TUIIOKAIMEMUN,
KaHa/IblI€BOTO all}/I03a, YMEPEHHO ITOYE€YHON HEOCTa-
TOYHOCTM WU HeOOBSICHUMON IMIoypuxkeMun. B xmm-
HMYECKON IpaKTuKe Ipu cuHjgpome OaHKOHM MOXKET
PErNUCTPpUPOBATHCA NONINYPUA C ANIN30AaMU JernapaTanmn
M OCTPBIM II0YEYHBIM OBpeX/eHueM [3, 5, 7].

Mna3moKNETOUHaA MHGUALTPALWA NoYeK

[Tnasmoxteroynass MHQUWIbTpALUsA — crenududeckoe
HOpa)KeHNe TKaHY IIOYeK IUIa3MaTUYeCKUMM KIeTKaMu
C pasBUTHEM IIOYEYHO HEJOCTATOYHOCTH, KOTOPOE Ha-
OmopaeTcsa B TepMUHANbHON craguyn MM wnu npu ee
arpeccuBHOM TedeHun [3, 5, 7].

3aKnioueHne

PaHHAA guarHocTMKa pasaMyYHBIX BapMaHTOB MOpaXe-
HUA I0YeK IpY MUETOMHON 60/1e3HM NO3BOJAET NPH
NIPaBWIbHOM JIEYEHNY B HEKOTOPBIX C/Ty4asAX OTCTPOYNTD
nosierieHre XBII. PasButme 3TOro COCTOSAHMA y aleHTOB
¢ MM B niepBy1o o4€penb 3aBUCUT OT KOMUYECTBA U Kade-
CTBa CEKPETUPYEMbIX MOHOK/IOHA/IbHBIX JIETKUX IIETIEA.
Tak, npu muenomHol Hedponaruu XBII mporpeccupyert
OBICTPO, 3TO IPOUCXOANT B IIEPBYIO OYePeNb 13-3a BBICO-
KOJI CKOPOCTY CeKpeLIVY STUX LieTlell UMMYHOITIOOY/IVHOB.
B cBomw ouepenpb npu AL-amunonpose u npu BIJIL mo-
HOKJIOHA/IbHbIE JIETKNE LETIN CEKPETUPYIOTCS B MEHDIIEM
KOIMYeCTBE Y 4allle B OHOM BapuaHTe — K wm A. Ilpu
nprobpeTeHHOM cuHApoMe DaHKOHU CEeKPeTUPYIOTCA
K-IIeIM, KOTOPbIE YCTOWYMBBI K IPOTEOINU3Y U CUCTEME
MOHOHYK/ICApHBIX (paroLuTOB, YTO CIIOCOOCTBYET HAKO-
IUTEHMIO UX B IIPOKCUMMAJIbHBIX KaHabLax [1-5, 7, 9].
Mopdomnornyeckye BapuaHTbI IOPaXKeHN MOYEK IIPU
MM cTaBAT nepen KAMHULMCTOM BOIPOCHL: UMeEET TN
3Ha4YeHue Jyigd BbIOOpa Tepaluy ¥ IporHosa Mopdoso-
IUYeCKUil CyOCTpaT NOYeYHO AUCHYHKINM, U B KaKUX
CTy4asx Hy>kHa 6uorcys mouku? C offHO CTOPOHBI, yCTa-
HOBJIEHJE KOHKPETHO NPVMYMHBI IOYE€YHO HEOCTATOY-
HOCTY BO3MOXXHO TOJIBKO Ha OCHOBaHUM OVOIICUITHOTO
VICCTIeROBaHMsA, OCOOCHHO IIPU PasBUTUN HePPOTUIECKOTO
CUHJIpOMa, KOTOPBIil MOXKET OBITh CBS3aH C II/IBIM PSAIOM
IPUYYH, BKII0Yast o60uHbIe 3¢ PeKThI psa Ipenaparos.
MHorue crenyaaucTbl CYUTAIOT, YTO Y OHOTO OOTBHOTO
MOXXeT OJHOBPEMEHHO BO3HMKATb 00jiee OJHOTO TUIA
HOpa)XeHUs NOYEK, VM IOCTAHOBKA OJTHO3HAYHOTO MOpdo-
JIOTMYeCKOTO JUAarHO3a UMeeT CyObeKTUBHBII XapaKTep.

C gpyroit ctopoHsl, 607tee 4yeM B 60 % cydaeB modeyHast
HEJIOCTAaTOYHOCTD CBsI3aHa C MIEIOMHOII HedpomaTueil
(oueBUHO, IPK BBICOKOI IKCKpewyn Oenka benc—JxoH-
ca). Haubornee pacnpoctpaHeHHBIMI [JIOMEPY/IONATUAMA
(oxomo 20 % cnyuaes) npu MM, npuBogpsumMu K Hedpo-
TUYECKOMY YPOBHIO IPOTEMHYPUM, CUUTAOTCA AL-amu-
noupnos u BIJILI. Y4uTbiBadg X CUCTEMHBIN XapaKTep,
MOATBEPAUTD OfIUH 13 BAPMAHTOB JETIOHMPOBAHMA IETKUX
1eneil MOXKHO ITPY TMCTONOTMYECKOM M MMMYHOTUCTOXU-
MIYeCKOM MCCIefOBaHUY OMONTATOB ITOAKOXKHOI XIUPO-
BOJ1 KJIETYATKMY, [IECHBI, IPSIMOIL KUIIKY UM COCYAA, YAa-
JICHHOTO IIpy pOPMMPOBAHUY COCYANUCTOI ducTyb [1-7,
9, 19, 20]. VMHOrAa mMO/IE3HOI MOXKET OKa3aThCsl OKpacKa
KOHT'O-KPaCHBIM TPeNaHO0MONTaTa IOAB3OILIHO KOCTH.
Buorncus >xe 04K, 0coOeHHO Tpu AL-aMunonnose ¢ ero
crienuduIecKuM IOpaKeHNUEeM COCYOB, MOXXET IPUBO-
IMUTDb K CEpbe3HBIM KpOBOTeUeHMAM. JlaKke y MaIlieHTOB,
HeCcTpajalolyx 3a00IeBaHUAMY KPOBH, OMONCKSA MOYEK
B 10% cny4aeB cONpOBOX/AeTCA TeMOPPArndeCKIMMU
ocnmokHeHuamu [11].

Takum o6pasoMm, B 6uoncuy mouku mpu MM Hyxpa-
10Tcs He 6onee 20 % narmeHToB. [ToaTOMYy HEOOXOIMMOCTD
ee BBIIIOJIHEHMU [O/DKHA OBITh BCECTOPOHHE OLleHEHa.
IMcTonormdeckoe muccnefoBanme TKaHM MOYKM MOXKET
IIOMOYb TOZIKO B BBUABJICHUM PeAKUX GOPM MOpaXKeHUs,
YTO MMeeT HEKOTOpOe MPOTrHOCTUYECKOe 3HAYeHMe, HO
B IIOJaB/IAIOIIEM OOMBIIMHCTBE C/Ty4aeB He BIMsAET Ha TaK-
TUKy Tepanuu. [loMrMMo OCHOBHOJ MPUYMHBI II0YEYHOI!
HeJJOCTaTOYHOCTH, CBA3aHHOI CO CTPYKTYPHO-(YHKLMO-
HaJIbHBIMY M3MEHEHUAMMY TT0YeK, MOXKHO BBIIETUTD U IIPO-
Bouupytoiye XBIT paKTopsL: 91eKTPONTUTHbIE HAPYIIEHNS
(runepxannemus, TUlepKanbIeMns), feTUApaTaLNs,
TUIIEPYPUKEMI, TSDKeTIble MHPEKIVMN, IpreM HeppOTOK-
CUYHBIX JIEKapCTBEHHBIX IpenapaToB. IIpakTudyeckn Bce
CIelMannCTbl, 3aHMMalolINecs edeHreM MM, cunraior,
uro XIIb y aToJ TPyNIBl NAIIEHTOB — MaTo06paTnMoe
naTonoruyeckoe cocrosinue. [Tpy MM B 25 % Hab/moneHmit
BO3MO>KHO pasBUTHeE IOTEHI[MATbHO 0OPAaTHMOTO OCTPOTO
MIOYEeYHOTO MOBPEXAeHMs, B TOM uncie Ha pone XBIT [11].

OpHako HanmM4Me MOYeYHOI HeJOCTaTOYHOCTH Ha JTIo-
6011 cTaguu 3ab0meBaHMs CO3MAeT LEbI Psiji IpobIeM.
Hawn6omee ceppe3HbIMM Cpefyl HUX CIUTAIOTCS IIpobIeMa
BBIOOpa XMMMOTepanyy (K/Iace, jo3a Iperapara) u IIpo-
6rmema comyTCTByIoIeil Tepanuy. Ilanyents ¢ MM u 1s-
KETIbIM OCTPBbIM IOBPEX/I€eHMEM IOYeK YacTO JMICK/II0Ya-
I0TCA U3 KIMHUYECKUX VICC/IEOBAHMIA, B CBA3M C 3TUM
IPOTHO3 3a60/IeBaHMA B JAHHOI CUTYallUy JIO CUX HOP
TOYHO He omnpefeneH. [IpefnoYTUTeNbHON CXeMbI XMMM-
oTepanuy Jiid CTabMIN3anyuy U yIydiueHnsa QyHKIUN
novek mpyu MM 1o cytu He paspaborano. ITo gaHHBIM
HEKOTOPHBIX aBTOPOB, I Pe3y/IbTaThl TOYE€YHON TPaHCII/IaH-
TalVM Y TaKMX OONIBHBIX Yallle BCETO HeyNa4yHBI, TaK KaK
yepe3 HEeCKOJIbKO JIeT IPOMCXOIUT PELUUB MOPaKeHNUs
3aboneBanus [25]. ApdexTnBHOCTD 3aMeCTUTENBHOI
MIOY€YHOJ Tepanuy 3aBUCUT OT OTBETA Ha XMMMOTEPaINIO
[26]. I ymydIneHns IpOrHO3a KM3HY TaKMX MAI[IeHTOB
HeoOXOMMO X COBMECTHOE BefleHNe BpayaMyl TeMaTosIo-
ramMu 1 Hedposoramu.
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Kondnuxm unmepecos: asmopol Oeknapupyiom omcymcim-
e A6HOLIX U NOMEHUUATLHVIX KOHPIUKINOE UHIMEPecos,
CBA3AHHDIX ¢ NyOUKAYUeli HACMOSULeli Cramvi.
Hcmounux dunancuposanus: asmopol 3as67710m 0 puHan-
cuposanuu pabomul U3 co6CMBEHHbLX CPEOCNE.
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