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AHHOTaums

MoHokAOHaAbHas raMmanaTnst peHaAbHoro 3Hauvenus (MIP3) npeactaBaseT cob0i HOBYIO HO30AOTMYECKYIO FPyMMy B COBPEMEHHOM
HehpOAOT MM U OHKOremaToAorHu. IMoa MIP3 noHUMaIOT nopaxeHue novek, 00yCAOBAEHHOE AECTBUEM HEPPOTOKCUUHOTO MOHOKAOHAABHOTO
MMMYHOTAOOYAMHA, MPOAYLIMPYEMOTO KAOHOM B-KAETOUHOM AMHMM, KOTOPBIA He AOCTMraeT KpWUTEpMEeB, HEOOXOAMMBIX AAS HavaAa
MPOTUBOOTYXOAEBOM Tepaniu MO OHKOreMaTOAOrMHYECKMM MOKa3aHUsiM. Pe3yAbTaToM BO3AEMCTBMS MOHOKAOHAABHOTO GeAKa Ha MOYeUHyto
napeHXm1My SIBASIETCSI HEYKAOHHOE MPOrpeccpoBaHme AMCDYHKLIMM MOYeK BMAOTb AO YTPATbl (PyHKLIMK OpraHa, YTO B COOTBETCTBUM C EAUHOM
No3nLIMEN MEXAYHAPOAHOTO KOHCEHCYCA reMaTOAOTOB 1 HEPPOAOTOB OMNPEAEAEHHO YKa3blBaeT Ha HEOOXOAMMOCTb KAOH-OPUEHTUPOBAHHOTO
AeveHust MI'P3, HecMOTpst Ha OTCYTCTBME KPUTEPUAAbHBIX OHKOFeMaTOAOrMHecKnx nokaszanuin. OcHosHoM npobaemoit MIP3 B Poccuiickon
DeaepalMn IBASIETCS HEAOCTYMHOCTb AASl OOABLIMHCTBA MALMEHTOB CBOEBPEMEHHOM AMArHOCTMKM U A€YEHMs AAHHOM MaTOAOTMM, UYTO
00YCAOBAEHO, BO-MEPBbIX, HEAOCTATOYHON OCBEAOMAEHHOCTbIO FeMaTOAOTOB M HE(PPOAOrOB CTpaHbl B OTHOuWweHMn MIP3, Bo-BTOpPbIX,
OTCYTCTBUEM B GOABLIMHCTBE MEAMLIMHCKUX YHPEXKAEHNH HEOOXOAUMbIX AMArHOCTUHECKMX PECYPCOB, B-TPETbUX, OTCYTCTBUEM YTBEP)KAEHHbIX
peKoMeHAALIMI 1 MEAMKO-IKOHOMUYECKMX CTAHAAPTOB AeUeHMst 3TOM GOAe3HM. TeKCT HACTOSILEro KOHCEHCYca 3aKAloHaeT B cebe MHeHue
CreunaAucToB PM B OTHOLIEHWM HO30AOTMUECKOM KAACCMEMKALIMM, AMArHOCTMKM M MOAXOAOB K Tepanuu MIP3 u ocHoBaH Ha MTOrax
NPOBEAEHHOTO COBMECTHOTO COBELLIAHMS BEAYLLIMX FeMATOAOTOB U HethpoAoroB cTpaHbl. CoBelllaHKe cocTosiAoCck 15—16 MapTa 2019 I. B pamkax
CcMMNo3nyma «Aa3MOKAETOUHbIE AMCKPA3MK U AMMCONPOAMEpaTHBHbIE 3a60AEBAHMS: HOBbIE MOAXOABI K Teparniu», nposeaeHHoro B IEOY
BO «[Mepebiit CM6IMY mm. akaa. M.IN. MaBroBa». HacTosimit KOHCEHCYC reMaTOAOrOB W He(PPOAOTOB MPU3BaH HAMETUTb OCHOBHbIE
npakTh4eckue nyTu petuenust npobdaemsl MIP3 B PO, koTopble KpaTko CPOPMYAMPOBAHbI B BUAE 3aKAIOUUTEAbHbBIX MOAOKEHM.

KAtoyeBble cAOBa: MOHOKAOHaAbHasi rammanatusi PEHAAbHOIO 3Ha4eHus, MOHOKAOHaAbHas rammariatss HeOrNnpPeAeAreHHOro 3Ha4eHus,
OHKOHeLinOAOI'MFI, rnopaxkeHne rnov4exk, KAOH-OpHeHTUpPoBaHHOe AedeHne, raparipoTenH, HedeO6MOI7CMFI/ MAA3MOKAETOYHbIE AUCKPa3snn,
Aerkue uernm.

Ans untupoBanms: CmupHoB A.B., AgpaHackes b.B., [Noaay6Hasi M.B. 1 ap. MOHOKAOHaAbHAs raMmanatisi PEHaAbHOIO 3Ha4eHusl: KOHCEHCYC
remaToAOroB M Hepororos Poccum rno BBEAeHMIO HO30AOMMM, AMAarHOCTMKE M OOOCHOBAHHOCTH KAOH-OPMEHTUPOBAHHOM Teparuu.
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MOHOKAOHaAbHas rammanatimsi PEHAABHOIO 3HA4Y€HUS1: KOHCEeHCYC remMaTtoAoros u Heqbpo/\oros P®

Monoclonal gammopathy of renal significance (MGRS) is a new nosology in modern nephrology and oncohematology. MGRS is defined
as kidney injury due to nephrotoxic monoclonal immunoglobulin produced by the B-cell line clone which does not reach the hematological
criteria for specific treatment initiation. Monoclonal protein’s pathological effects on kidney parenchyma result in irreversible decline of
kidney function till the end stage renal disease that in line with the position of International Consensus of hematologists and nephrologists
determinates critical necessity for clone specific treatment in patients with MGRS despite the absence of hematological indications for
treatment initiation. Main challenge of MGRS in Russian Federation is an inaccessibility of an in-time diagnostic and appropriate treatment
for the great majority of patients due to the following reasons: 1) limited knowledge about the MGRS among hematologists and nephrologists;
2) lack of necessary diagnostic resources in most health-care facilities; 3) lack of approved clinical recommendations and medical economic
standards for treatment of this pathological entity. Consensus document comprises the opinion of experts — leading nephrologists and
hematologists of Russian Federation — on the problem of MGRS including the incoherence in nosology classification, diagnostics approach
and rationale for clone specific treatment. Consensus document is based on conclusions and agreements reached during the conference of
leading nephrologists and hematologists of Russia which was held in the framework of symposia “Plasma cell dyscrasias and
lymphoproliferative diseases: modern approaches to therapy”, 15-16 of March 2019, Pavlov First Saint Petersburg State Medical University.
The present Consensus is intended to define the principal practical steps to resolve the problem of MGRS in Russian Federation that are
summarized as final clauses.

Keywords: monoclonal gammopathy of renal significance, monoclonal gammopathy of undetermined significance, onconephrology, kidney
injury, clone specific treatment, paraprotein, kidney biopsy, plasma cell dyscrasias, light chains.
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antu-I'BM I'H — anTuTena K rimoMepyisipHoit 6a3anbHON MeMOpaHe
ayToTT'CK — ayToTpaHCIIaHTalUUsl FeMONO3TUYECKUX CTBOJIOBBIX
KIIETOK

BOJILI — 6o5ie3Hb OTIIOXKEHMUS JIETKUX LieTeit

BOTIL] — 60ne3Hb OTIOKEHNS TSKEIbIX Lernei

T'H — rnomepynonegpur

NI'X — NMMYHOTUCTOXUMHUS

KpuoI'H — Kprorno6ymHeMu4eckuil riiomepyioHedpur

JILI — nerkast uenb

MB — makpornoOynHemus: Banbiencrpema

MBIJI — MOHOKIOHaJIbHBII B-KneTounsblit mmcpouuTo3

MI" — MOHOKJIOHAJIbHASI TAMMAMNaTysl

MI'H3 — MOHOKJIOHAIIbHASI TAMMAIaTHs! HEOTPE/IEJIEHHOTO 3HAUSHUST
MI'P3 — MOHOKJIOHAJIbHASI FaMMANATUs PEHAIILHOIO 3HAUeHUs!

MKB — MexxnyHapopHast Knaccugukanusi 601e3Hei

MM — MHOKeCTBEHHasi MUEJIoMa

MH - mem6paHo3Hast HepponaTust

OIIIT — ocTpoe NOBpEK/IeHNe MoYeK

NI'HMMU]] — nponudepaTUBHbIN TIIOMEPYIOHE(PUT C OTIOKEHUEM
MOHOKJIOHAJIbHOI'O UIMMYHOIJIOOY IMHA

IK — nna3marnyeckas KieTka

MTJIL — npokcuMalibHast TyOYyJIONaTHs, ACCOLMUPOBAHHAS C JIEMKMMU
HeNsIMI

C3-I'H — C3-rnomepysonedput

XBII — xponnueckasi 60J1€3Hb MOUEK

XJIT — XpoHUyecKuii TMMOoIIeiiKo3

H — umnmnpgpoBast HedponaTust

CRAB (C - hypercalcemia, R — renal insufficiency, A — anemia, B —
bone lesions) — KpuTepun NMOPakeHUs] OPraHOB, 00YCIOBJICHHbIE
MJIa3MOKJIETOYHOI TpoutdpepaLyeii Npu MHOXKECTBEHHOI MUEIOMe
Ig — nmMmyHOTIOGYIMH

MIg — MOHOKJIOHAJIbHBIIT UIMMYHOIJIO0YJIMH

BBeAeHue

KoHuenuusi MOHOKJIOHAJbHOW TramMManaTUi PEeHATbLHOTO
3Hauenust (MI'P3), npepokenHast MexkjtyHapoaHO#i rpymnmoi no
U3yUYEHUIO MOPAsKEHUs! MIOYEK ¥ MOHOKJIOHAIILHOW TraMManaTuu
(International Kidney and Monoclonal Gammopathy Research
group) [1, 2], nojipazymeBaeT NaToJIOrM4ecKoe COCTOsSIHUE, 00~
ycJI0BJIeHHOe nposngepanueii KiioHa B-kieTok nim njia3ma-
tnieckux Kietok (IIK), He qocturaromero Kpurepues, He-
00XOIMMBIX /17151 HA4AaJIa JIeYeHHUs IT0 OHKOTreMaTOIOTHYeCKUM
NMOKa3aHUSIM, HO POAYLMPYIOLIEro He)pOTOKCHYHBIN MOHO-
KJIOHAIIBHBI MIMMYHOT 00y 1iH (MIg), 4To NpuBOAMT K crie-
HU(PUIECKOMY NOBPEXKIEHUIO 0YeK ¢ HeYKJIOHHbIM NIPOrpec-
CHPOBaHNEM pPEHAJbHON ANC(HYHKIMHM U YXyALIEHHeM
nporHo3a 6ose3nu. [IporpeccupoBanue IUCHYHKIMK MOYEK,
BILUIOTH /IO YTPAThI (DYHKLUM OPraHa, COrNIaCHO MPUHITOMY MEX-
JYHapOIHbIMU 9KCNEPTAMI MHEHUIO, SIBJISIETCST ONPE/IEIISIOIIIM
NPU pPelieHNH BOIPOCa B MOJIb3y HA3HAYEHM JIeYeHusl, Ha-
MPaBJIEHHOT0 HA TMMUHALHMIO NATOJIOIMYeCKOro KJIOHa, He-
CMOTPS1 HA OTCYTCTBHE KPUTEPHATbHBIX OHKOTeMaToI0rye-
CKHNX nokaszanuii. B Poccuu B nocieiuue rofbl NOSIBUIICS Psify
nmy6auKauuii, nocesieHHbix MI'P3, aBTopbl KOTOPBIX Hedpo-
noru [3-6]. BmecTe ¢ TeM Takue KIMHIYECKUE CITydan OUYeBU-
HOM CBsI3M abeppaHTHOrO KJIOHa (MOPOi MUHOPHOT'0) U Mopake-
HUs TI0YEK OCTAOTCSl HEJOCTaTOYHO PpACMO3HABAEMBIMU U
BpayaMu, M OpraHamy yIpaBJIeHHs 3[paBOOXpaHeHneM. B cBs3n
C HEJIOCTATOYHON OCBEIOMIIEHHOCTBIO I'eéMaTOoJIOroB 1 HehpoJio-
rop B orTHoweHnn MIP3, orcyrcTBueM yTBEpXKEHHbIX
PEKOMEHJALMI ¥ MEANKO-9KOHOMUYECKNX CTaHJAPTOB JIEYEHNUST
BO3HHKAET Psifi OPraHN3aLMOHHBIX MPOOJIeM, BKITFOUast HEJIOCTYTI-
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HOCTb J1J151 GOJIbLINHCTBA NALMEHTOB 3(h(HeKTUBHOI, CBOEBPEMEH-
HOI1 IMarHocTuky U nevyenust. [Ipumenenue acpgekTuBHON Tepa-
1KY OTPAHUYEHO YCTAPEBLIMMHU MOJIXO/laMK U CTAHJAPTaMU OKa-
3aHUS ME[MUMHCKON MOMOUIYM, OCHOBAHHBIMH TIJIABHBIM
00pa30M Ha TeMaToJIOTMIeCKIX KPUTEPHSIX HAYAIA JIeYeH s,
CoBpeMeHHbIe PeKOMEH[JALNN 10 JIEUEHHIO TUM(aTUUECKHX OILy-
XOIeii, COMPOBOXK/AIOIIMXCS CeKpelell MOHOKIIOHAIBHOTO Ma-
panpoTenHa, NpefnosaratoT MPoBe/IeHNe Crennpuieckoil Tepa-
MUY IPY HAJIMYUY KIIMHUYECKUX TOKa3aHuil. DTa NpakTUKa B
HACTOsILLEe BpeMsl IIOBEPraeTCsi NEPECMOTPY, B OCOOEHHOCTU Y
MAalMEHTOB ¢ MHOXKECTBEHHOI MuenoMoi (MM). MOHOKIIOHAb-
HbIi1 IMM(OLUTO3 M MOHOKJIOHAJIbHAS FaMManaTHsl HeONpeyielieH-
Horo 3HaueHus (MI'H3) B cOBpEeMEHHBIX OINpENeNIeHUsIX
PacCLIEHNBAIOTCSI HEe KaK 0O0JIe3HU, a KaK COCTOSIHMSI Pefipacio-
JIOXKEHHOCTH K JIMM(PATUYECKUM OIYXOJISIM C Pa3HbIM PUCKOM
TpaHcopMalyK U MO3ITOMY He Nojiexar Tepanuu. Takoi noj-
XOJ1 He SIBIISIETCSl BEpHbIM B oTHOWeHnrn MI'P3, npu koTopoit
«HEOOJIBLION» KJIOH OMaceH U yrpoxaer >ku3uu [7—11], a cBoe-
BpEMEHHasl Tepanusi NPUMBOAUT K 3HAUMMOMY YJIyUllIEHUIO PO-
rHo3a [12-15]. Hacrosiuuit KoHCEeHCYC BEyLIMX reMaToJI0roB 1
HepOJIOroB CTPaHbl MPU3BAH HAMETUTD MYTHU MPAKTUYECKOrO
pelLeHust npo6JeM auarHocTuky u nevenust MI'P3 B Poccuiickoit
Denepauyn, KpPUTUUHBIX [17151 3TON KATETOPUM OOJIBHBIX.

lMoHsATME 0 MOHOKAOHAABHOM ramMmanaTMm
P€HaAbHOIO 3Ha4€HUA

[Ton MoHOKTOHANBbHOM rammanaTueit (MI') noHrMaroT Hamu-
yre abeppaHTHOro KjoHa B-kieroynoit muHun audgepenuu-
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A.B. CmupHOB 1 coasT.

POBKH, MPOJYLUPYIOLIEro MOJeKyJly uMmyHorno6ynuna (Ig)
nmi ee yacTtu. COBpeMEeHHbIN B3IJISA]l B OTHOILLEHNH TPYMIbI HO-
3oJ10ruii, o0ycnoBneHHbix MI', 1 mectro MI'P3 B knaccudguka-
M npejicTaBiieHbl Ha puc. 1. Kion — nonynsiust KeTok, Bo3-
HUKILAS U3 OJJHOW KJIETKU-TIPE/ILIECTBEHHUIbI M HACIIey OIast
BCE €€ CBOIICTBA, B TOM UHCJIIE CTOCOOHOCTH MPOAYIMPOBATH MO-
HOKJIOHAJIbHBII TapanpoTeuH. BblpabGaTbiBaeMblii MOHOKIIO-
HaJbHbIN OEJI0K, Ha3bIBaEMbIil MapanpoTenHoM, uiau M-npoTen-
HOM, MOKET 00J1a/]aTh MaTOJIOrMYeCKUMI CBOMICTBAMH, KOTOPbIE
peanu3yIoTCsl pa3uIHBIMU My TSIMU, BKITFOUAS IETIO3ULMIO B OP-
raHax M TKaHsX, MPUBOJS K UX MoBpexjeHnto. KinonanbHble
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u puammza GT'BOY IO PMAHIIO, 3aB. OT/. NOJIMOPraHHON MATOJIOTHU
u remouanza PI'BY «HMMUL remaronorum»
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KJIETKM MOTYT TPOJlyLIMPOBATh TTOJHOPAa3MEpPHYI0 MOJIeKyy Ig
WM €ro YacThb (TONBKO Jerkyro uenb — JIL umm Tombko Tske-
JIy1o 1enb). Bo3MOKHBI ciiyvyan ¢ MpofgyKUuel ByX U30TUIOB
JIL, nByx m Gonee mosHopa3MepHbIX Ig. B 3aBucumoctn or
artana quddepeHIupoBKY B-KeTok KiioHanbHy0 nposmdgepa-
LMIO MOKHO pa3fiesIuTh Ha:

1) iumdouunTapuyto;

2) muM@OMnIa3MOLUTAPHYO;

3) NIIa3MOKJIETOYHYIO.

Knaccudukamuss MIT Ha ocHOBaHuM THNa KIIOHATBHON
JIMHUM, a TaKXKE KPUTCPUN Ka KJ10ro mu3 COCTOSIHUI NPUBECHBI
B Ta6u. 1 [16-20]. Knmmnudeckue nposiBiiennst MIT cBsi3aHbI C:

a) yBEJIMYEHUEM OIyXO0JIEBOI MacChl;

6) natonornueckumu 3pgexramu Ig.

OcHoBHas yacTb ciyyaeB MI' nporekaeT cyOKIMHUYECKH,
YTO OTpaKaeT 6oJiee paHHUE CTA/MU GOJIE3HU U BXOJUT B TIOHS-
Tue MI'H3 (111 MOHOKJIOHANBEHOro B-kieTounoro mumdouu-
To3a — MBJI B cnywyae mumconuTapHoin mpoaudepanun).
B GoabimHeTBe cinyyaes MI'H3 npopyumpyemblil napanpoTenH
He 00J1a1aeT He()POTOKCUUHOCTBIO (T.€. CIIOCOGHOCTBIO OKa3bl-
BaTh TO MJIM MHOE MOBPEKJIatollee BO3JCHCTBIE HA OpraH). OTO
COCTOsIHME UMeeT OJ1aronpusiTHoe TeYeHne ¢ 4acTOTOM Nporpec-
CUPOBaHMs B 3JI0Ka4eCTBeHHYIO (hopMy okoJjio 1% B rop [21-
23]. [115 OLleHKM HU3KOT0, POMEKYTOYHOT'O ¥ BLICOKOT'O pUCKa
Tpancpopmanyn MI'H3 ncnonb3ytoT mikanbl, OCHOBaHHbIE Ha
oleHKe cooTHomenus: ceo6oaubix JIL 1 kommyecTBa M-mpo-
TEWHa, a JICYCHUE HAYMHAIOT TOJIBKO MPU MOABJICHUN KIIMHUYE-
CKUX CUMITOMOB onyxoJiu (cM. Tadi. 1). B kauecTBe nmpumepa
MOXKHO TIPMBECTH HIKAJIy OLEHKHM PUCKA MPOrpecCHpOBaHMUS
MI'H3 8 MM, pa3paboTtannyto B KimHuke Moatio [24]. YBenmyie-
HUE MACChl OMYXOJIM MPUBOJUT K MOPAKCHUIO OPraHOB B BUJIE
cumntomoB CRAB (C — hypercalcemia; R — renal insufficiency;
A —anemia; B — bone lesions) npu MM; mumdoaaenonatuu, re-
MATOCIVIEHOMET /MK, MPU3HAKOB HEOIIACTUYECKOroO MojlaByie-
HUS1 KPOBETBOPEHUS U MIPOYMX — IIPU XPOHUYECKOM JIMMpOoIIeit-
ko3e (XJIJI) m makpornoGymunemnn Banbnenctpema (MB).
[osiBneHne TakmMX CUMITOMOB SIBJISIETCSI MOKA3aHUEM K Jieue-
Huto. [Ipyras 4acTb KJIMHUYECKOTO CreKTpa 00ycoBIeHa ag-
¢hexTamMM napanpoTerHa U ero MoBpeX/atol|M ICIICTBUEM Ha
TKaHU ¥ OpPraHbl, BKitovast Nouyku. CUMITOMbI, 00YCIIOBJICHHbIE
MapanpoTerHOM, MOT'YT BO3HUKATh JIa>Ke TPU HU3KOH OIMmyXoJie-
BOI Macce M HeOOJbIION KOHIEHTPAMY MapanpoTerHa B IUp-
Kymsiuun. KoHuenuusi «He6onb1Ioro, HO OMacHOro KJIOHa» MpH
MT', Bnepsble npepnoxenHas G. Merlini u M. Stone B 2006 r.
[25], npepnonaraeT KIMHUYECKH JOMUHUPYIOLIME OPraHHbIE T10-
paXkeHus U yXyAlLIeHHe MPOrHO3a, BbI3BAHHbIE MATOJIOrMYe-
cKnMH apheKTamMu mapanpoTenHa, Ho He IPOrpeccrent Oy Xouu
KakK TakoBO. [1J1s1 onucanus Mof0OHbBIX CJlyyaeB HEJJaBHO TIpeji-
nokeH TepmuH «MI KimHMYeckoro 3HadeHus» [26].

MI'P3 — tepmuH, KOTOPBIH richhpepeHIPYyeT U3BECTHOE TIO-
Hatre MI'H3, BbIBOJIS psij KIIMHUYECKUX CITyYaeB U3 PAMOK «He-
omnpeiesieHHOCT» . MI'P3 Takske XxapakTepu3yeTcst KIIOHOM, KO-
TOPbII HUXKE YPOBHS, COOTBETCTBYIOLIEIO KPUTEPUATLHOMY
mmarao3y MM nmm mumconponmdepaTuBHOTO 3a60J1€BaHusl, Tpe-
Oytoriero Havana geuenus. [To nannsiv HUW nedponoruu, cpen-
Hee 3HauYeHHe TI1a3MaTu3alyy KoctHoro mosra npu MI'P3 cocra-
BUJIO 2,2%, a ypOBEHb NapanpoTenHa B cbiBOpoTKe — 1,1 1/ [4].
Bwmecte ¢ Tem B otimune ot ciyyaes MI'H3 nponyumpyembiit

Konmaxmuas ungpopmayusn:

Xpabposa Mapus Cepzeeéra — K.M.H., 10Ll. Ka. NMPONEEBTUKI BHY TPECH-
Hux 6onesneit PI'BOY BO «Ilepsbiit CIIBI'MY um. akay. M.I1. [TaBnosax.
Ten.: +7(812)338-69-01; e-mail: hrabrovamc @ gmail.com; ORCID: 0000-
0002-8141-4488
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Puc. 1. KAunnueckme sapmuantol MI.
ITpumeuanue. MDE — myeloma defined events.

M-nporeun nnpu MI'P3 o6nagaeT HehpOTOKCUYHOCTBIO U IPU-
BOJIUT K KJIMHUYECKU 3HAUMMOMY NOBPEXKAEHUIO NOYEK, & TAKKE
apyrux opraHos. HedpoTokcuunbiit MIg Moxet BbIpabaThbl-
BaTbCs KaK IPU HU3KOM, TaK U OOJBUION OMyXOJEeBOH mMacce.
Eciy uMeroT MecTo OCHOBaHMs [/l KpUTEPUAILHOIO IMarHo3a
3JI0Ka4eCTBEHHOM NpoJudepanun KioHa B-kineTouHoi 1MHuu
andepeHIMPOBKY 1 MOPA>KEHUs 0YEK, 3TO TOBOPUT O TOM,
YTO NPOJyLMPYEMBIii TapanpoTenH HeppoTokcnyeH. Takue ciry-
yau He oTHOCAT K MI'P3, npu popmynupoBke jarsosa Ha nep-
BOE MECTO CTaBSIT '€MATOJIOTMUECKYIO OIyXOJlb, 4 MOPaXKEHNUE
MOYEK CUUTAIOT OCJIOXKHEHHeM. B ciydae He(hpoTOKCMUHOCTH
MOHOKJIOHQJILHOT'O [APANpOTErHa U «HEOOJIbIIOr0o» KJIOHA JI1-
arHo3s JoJKeH ObITh onpefened kak MI'P3 ¢ pacumdgposkoit
XapakTepa I0paKeHus oYeK , KII0YEBbIM B OIIPe/ie/IeHIH KOTO-
poro sBnsieTcss MOpP(OJIOrMYecKoe MccieJOBaHUe MOYEYHOMI
TKaHU. COrIaCHO KOHCEHCYCY MexkayHapOJHO FPYHIIbI 110 U3-
YUEHUIO NOpaKeHUsl NMOYEeK U MOHOKIJIOHAIBHOI raMmanaThu
2019 r. [2] nonsitue MI'P3 paciumpeHo no cpaBHEHHIO ¢ KOH-
ceHcycom 2012 r. [1]. B rpynny MI'P3 pononnurtensHo
BKJIIOUEHbI Takue B-KjeTouHble/MIa3MOKIeTOUHble Iposude-
pauun, kak «tiaeromas MM, tneromas MB, MBI, a Takxke
XJJI n numcpoMBbI HU3KOH CTENEHN 37T0KAYeCTBEHHOCTH (JINM-
¢omMa MapruHajabHON 30HbI, MAHTUIHOKJIETOUYHASI TUM(oMa,
MALT-numcoma)» — coCTOSIHUSL, IPU KOTOPBIX KJIOH IIPOAYLIH-
pyeT HedhpOTOKCUYHBIIL Ig, HO P 3TOM He TpeOyeT Tepanuu 1o
OHKOIeéMaTOJIOTMUECKMM IIOKA3aHUSIM.

dnudemuoaoeus

[opaxkenue novek, 00yCcIOBIEHHOE MapanpoTeHOM, — He-
yacTas naToJorus B CTPyKType GosesHeit noyek. [1o jaHHbIM
HWMW nedpponorum, pacnpocTpaHEHHOCTb NATOJOIMU MOYEK,
CBSI3aHHON C KakuM-m6o Bapuantom MI, cocrasnser 7,5%
CpeJii BCeX NaleHTOB, KOTOPHIM BbITIOJIHEHA JMarHOCTHYECKast
Hedpooduoncus. [Ipu stom MI'P3 BoisiBiena y 4% nauueHToOB
[4]. D1 umdpbl COOTHOCSITCS C AAHHBIMU, MTPE/ICTABICHHBIMU B
mupoBoit ureparype [11, 28]. [To janusiv Munzzipasa Poccun,
3200JIeBAEMOCTh TJIOMEPYJISPHbIMU, TYOYJIOMHTEPCTULHMAIb-
HbIMU OOJIE3HSIMU MOYEK, APYTMMU OOJIE3HSIMM MOYEK M MOYe-
TouHuka B 2017 r. cocraBuna 255 ciydaeB Ha 100 Thic. B3poc-
Joro HacesieHusl. [IpyHIMasi BO BHUMaHKE, YTO CYLLIECTBEHHAs!
YacTh 3THUX CJIyYaeB MpejcTaBjeHa 3a00IeBaHUSIMU, JITIS JiUar-
HOCTUKHM KOTOPBIX He TpeOyeTcsl BbIMOIHEHUs] MOposiornye-
CKOr'0 UccleioBaHus HeppoobuonTaTa (MH(MEKUMOHHBIN TyOy-
JIOUHTEPCTULMANBHBINA HeppuT, pedutokc-Hedponatus u np.),
u yactoTy MI'P3 4%, ocHOBaHHYIO Ha MOP(OIOrUYECKON Be-
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IaruneTHss noueyHas BEIKNBACMOCTh
" TIPH pasHbIX TUIAX MOPAXKEHUS MOYEK

BCTC AHT[A-ace.  [Tuadern-

MM MTT3 Tgh- MH MILIIH
© i n ™ HECKAR
TIOHER BEEPONETIA

Puc. 2. lNoyeuHbit nportos npu MM ¢ nopaxeHuem nouek,
MIP3 u apyrux Hedpponarmusx (no aanubiM HUWN necpporormm).
Ilpumeuanue. AHIIA-acc. 'H — rnomepyioHeppuT, accoLumrpo-
BaHHBII C aHTUTENaMK K nuTomnasme Heiirpocpunos, MIII'H —
MemOpanonpoaugepatusHbiii 'H, MH — mem6paHo3Hast Hedpo-
natust, PCI'C — pokanbHO-CerMeHTapHbIi IIIOMEpYJIOCKIEPO3.

pudUKaLMK IMArHO3a, MOKHO 3aKITFOUUTh, YTO 3200J1€BAEMOCTh
MI'P3, B uenom 6;113Ka K KpUTEpUsiM OpaHHOTo 3a001eBaHUsT
(10,2 cyyast Ha 100 ThIC. B3pOCIIOro HACENEHNUs B TON).

Ilpozno3

MI'P3 Henb3sl CYHTATH JOOPOKAYECTBEHHBIM COCTOSI-
HHEM, NTOCKOJIbKY KJIOH 3a c4eT 3(h(hpeKTOB MapanpoTenHa He-
YKJIOHHO BEJIET K MPorpeccuu JUCQYHKIMK MOYeK U B UTOTe — K
rubesm opraHa (TepMUHAJIBHOW CTaJJM XPOHUYECKON OONe3HU
nouek — XBI1). Menuko-akoHommuueckoe 3Hauenne XBI1 onpe-
AEJSIeTCs] pe3KUM YBEIIMUEHNEM PUCKOB HeaTalbHbIX U (a-
TaJIbHBIX COOBITHIA, THBATMM3ALMEN OOJBbHBIX, a TaK>Ke 3HAUM-
TEeNbHLIMUA pacXoflaMyd Ha TMpoBefeHue aumanuza [29-33].
IMoueunslit nporHo3 npu MI'P3 conocTaBuM ¢ TakoBbIM IpU
MM c nopaxkeHreM MoYeK 1 3HAYUTEIIBHO XYyXKe, YeM NPH JIpY-
r'MX BapuaHTax Hedponaruii (puc. 2). Kpome Toro, npu Hanuuum
MI'P3 puck nporpeccuu KJIOHa B 3JI0KaYECTBEHHbIN BbILLE, a
3HAYNUT, Xy>XKe MPOTHO3 B OTHOIIEHUU MPOJOJIKUTEIBHOCTH
>kn3HM. Tak, puck TpaHcopmany KJIOHA B 37I0KaYeCTBEHHYIO
¢opmy npu MI'P3 B 3,3 pasa Bbillle 1 B TeUSHUE TIEPBOTO roOfid
coctasnsieT 10% [11], yTo conocTaBUMO € YaCTOTOI Mporpec-
cupoBaHus Tieroiiert MM B cumnromarnyeckyto [34].

0Ob6ocHosanue HeoOX00UMOCMU 88e0eHUS

Ho30a02u4eckoll epynnot MT'P3

He6naronpusitHoe nporuoctuueckoe 3Hauenue MI'P3 pe-
JIaeT OYEBUIHBIM HEOOXOIUMOCTD JIeUeHHsT TAaKOTO «HEeomac-
HOT0» , ¢ (DOPMAIILHOI TOYKHM 3PEHUS KITACCUIECKOl OHKOreMa-
TOJIOrMH, KIJIOHaNbHOTO npouecca [2]. [TofoOHbIi «npeneaeHT»
XOpOLLIO U3BECTEH B OHKOT€MAaTOJIOTMU — 3TO CUCTEMHBbIN AL-
aMIJIONIO3, TSKeJIoe 3a00JieBaHie ¢ MUHUMAILHBIM KIIOHOM
MIa3MOLMTOB B KOCTHOM MO3Te, HO KpaiiHe HeOIaronpusiTHbIM
B OTCYTCTBHUE JICUCHUS TIPOTHO30M, KOTOPOE JUTUTEILHOE BpeMst
SIBIISITIOCH TIPEIMETOM HEepa3pelIMMbIX MPOTUBOPEUYUI MEKTY
reMatosioraMu 1 Heposoramu. JIOCTaTOYHO IaBHO pa3pabo-
TaHbI U IPUMEHSIOTCS, B TOM uncne B Poccun, apekTuBHbIE
cxeMbl xuMuoTepanuu AL-amusono3a, HanpaBJieHHbIE Ha 3J1-
MUHAIMIO OMyXoJeBoro KioHa [35-38]. Takas xe neyeOHast
cTparerust A0JKHA ObITh MPUMEHEeHa W NPU HEeaMHUJIOUJHBIX
¢opmax nopakeHust noyek, accouunpoBannbix ¢ MI' [12, 39—
43]. Ilpeoionenue cTepeoTHna JieueHHs! TOJIbKO 37I0KaueCTBEH-
HOT'O KJIOHA B MEXKAYHApPOJHOI NMpPaKTHKE MPOUCXOAUIO TIO-
9TAlmHO MO Mepe HaKOIUIeHUS] JaHHbIX B OTHOLICHHH
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A.B. CmupHOB 1 coasT.

Tabanua 1. Kaaccudpmkauns v kpurepum MI (N. Leung u coasT. [2], ¢ u3meHeHHAMK)

Koneunoe oprannoe
NOBpeX/eHne

O06beM KJIOHA M
-rpajiuenT

Tun knona Boae3nn B KOCTHOM B nepudepudeckoil  BHYTPEHHHX OPTaHOB
Mo3re/nepugepruIecKoi P p yTpP P
KpPOBU (KxpuTepun st
KPOBH
HayaJa Jie4yeHus1)
MI'H3 <10 % <30 r/n Her
Tneromas
Kion TTK (MHJIONIEHTHAS) MUEIOMA 10-60 % =30 r/n Her
MM =10 % nm =30 r/n Ectp*
(cumnromaTuyeckasi) na3MaguToMa
K IgM-MI'H3 <10 % <30 r/n Her
JIOH
THMAOTITA3MOLHTAPHOM Taeromass MB >10 % >30 r/n Her
I MB >10 % =30 r/n Ecrp**
(cumnTromaTuyeckast)
MOHOKJIOHAJIbHBIE
MBJI B-werin . JTro60i1 Her mamcpoanenonatim
B epuepryecKomn
KpoBu <5x10°%/n
MoHoKIoHaNTbHbIE
B-knetku .
Kuon B-mamcpormra XJ1 B HepHdbepUecKoit JTro6oit
KpoBu >5x10°/n
Ectp***
pyrue dpopmbl
B-knerouyHoro +- TioGoi

JumMgonpordepaTUBHO
ro 3a00JeBaHus

*CRAB [15]: C — hypercalcemia — runepxkasnsuuemusi, R — renal insufficiency — «noueyHast HelOCTaTOYHOCTb>» B HE(PPOIOrNUECKON
JMTEpaType SBISIETCS] yCTapeBIIMM TepMUHOM. B jaHHOM citydae peub ueT o mummHApoBoil Hedponatuu (LIH), koTopast nposiBisieT
cebst ocTpbiM noBpeskienneM noyek (OI1I1). Panee kpurepuii nogpasymeBan KpeaTUHUH CbIBOPOTKU Gornee 0,177 MMOIB/i1, B HACTOSILIEE
BpeMs1 106aBJIeH U KiupeHe kpeatuHuHa Hipke 40 mu/muH [18]. ®@axt OIIII He ykas3aH Kak HeoTbeMieMoe ycioBue. [Ipexje uem
PYKOBOJICTBOBATLCSI IAHHBIM KPUTEPUEM, HEOOXOIIMO YOEANTHCS, UTO y MALMEHTA OTCYTCTBYET MOPAXKEeHNe MOYeK KaKoH-IMO0 APYTroit
aTHoNOrny (uabeTuyeckasi HehponaTHsi, He(ppOAHTMOCKIEPO3 BCIEACTBIE apTepUAIbHON TUNEPTeH3UH U fip.). B npoTuBHOM ciyvae
Ha3HAYCHUE TOKCUYHOT'O JICYCHHS] TAKUM MALUEHTaM MOXKET CONPOBOXK/IATHCS TSKEJIbIMU TOOOYHBIMU PeakLMsIMU. A — anemia — aHeMusl.
B — bone lesions — noBpeskjieHne KocTeil.

Co6bITus, onpepensitone muenomy (MDE) [16]:

* >60% I1K B KOCTHOM MO3r€;

® COOTHOILICHIE BOBJIEYEHHOI/HeBOBIeueHHO cBoOonHoi JILT ceiBopoTku >100;

* >1 (hOKaJIBHOTO OYara BOBJICUYEHUSI KOCTHOTO MO3Ta 10 MArHUTHO-PE30HAHCHON TOMOTpaduu AUAMETPOM 6oJiee 5 MM.

** [Tokazanus st Havana edenust MB [17, 27]:

* CHMITOMBI, aCCOLMMPOBAHHBIE C POCTOM OITyXOJIEBOI MacChl: IMM(OAJIEHONATHS, CTUICHOMET JIsI, TeNaTOMerausl,
OpraHoMerausi, aHemusi, TPOMOOIUTONEe NS, B-cuMNTOMBI.

* CYMIITOMBI, aCCOUMUPOBaHHbIE ¢ runepnpopykuueit [gM: kpuorno6ynuHemMus, IMMYHHasi FeMOJIMTHYECKAst aHeMUs! U/UITH
TPOMOOLMTOIEHNSI, HehpONaTysl, HeMPOATHsI, AMAIION/03, CHHIPOM T'MIIEPBSI3KOCTH (MOBBILIIEHNE BSI3KOCTH KPOBH BCIIEICTBUE
KpaiiHe BBICOKOTO COfiepykaHusi 6ejika B IUIa3Me 3a CUeT NMapanpoTerHa ¢ pa3BUTHEM CIIEIYIOIUX CUMITOMOB: KPOBOTOUMBOCTh
CJIM3UCTBIX,, HEBPOJIOrMYECKUil AePULUT, HApyLIeHHUe 3peHust), ypoBeHb IgM>50 r/i.

Ak CyuMnToMaTYecKast MMM OaleHONaTUs/IMTOIEeHUS!/CIITIeHOMer ajlys/opranoMeranust/B-cuMnromsl.

naroguzunonorun MI', 4To oTpaskeHo B psijie paboT nepBoro je-
carunetust XXI B. [7, 25, 44-46]. Hanbosnee 3Ha4NMOI BEXOMN
crana n3BectHas pabora N. Leung u coaBT., omy6IMKOBaHHAS
B 2012 r. B xxypHaine Blood ot umenu MexkayHapofjHO# Ipymnbl
0 U3yUYEHUIO TOYEK U MOHOKJIOHANIbHOI raMmanatuu (Interna-
tional Kidney and Monoclonal Gammopathy Research Group)
[1]. Ha3Banue stoii ctateu — Monoclonal gammopathy of renal
significance: when MGUS is no longer undetermined or insig-
nificant («MOHOKJIOHAIbHASI FaMMaNaTHs PEHAIILHOTO 3Haue-
HUSI: KOTJIa MOHOKJIOHANIbHASI TaMMAnaTHsi HeONpeelIeHHOTo
3HAUEHUS] CTAHOBUTCS ONPE/IeNICHHOM 1 3HAUMMOIT» ) — PACKPBI-
Bac€T CyHICCTBEHHBLIC NTEPEMEHBLI B TOHMMAHNN BEAYIIUMU reMa-
TOJIOraMU ¥ HeposioraMu Mupa npo6ieMbl OPasXkKeHUs ToUeK
npy MI' 1 0co3HaHUM HEOOXOIIMOCTH JIEUeHNST OJIOOHOTO CO-
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crostHus. BrnocnepgcTsun onmyOJaMKOBaHbl MHOTOYMCIIEHHBIE
CTaThM 10 3TOM npodnemaruke [47-50], uHrepec K KOTOpoit o
CTODPOHBI B IEPBYIO OYEPE/b HE(POIOroB 00YCIOBIEH BO3MOXK-
HOCTBIO 3(p(heKTUBHOTO 3TUOTPONHOrO JICYEHUsI, MUHUMU3a-
uu/ycrpanenus apgexToB HeppoTokcuuHoro M-nporeuta, a
B pe3y/bTaTe — yJyulleHusl OOLEero U MOYevyHoro NporHosa.
ITpusHanue 3apyOeKHBIMU MEAUUMHCKUMM COOOILECTBAMU, B
TOM unciie MexayHapoaHoi paboyeii rpynnoii no muenome (In-
ternational Myeloma Working Group) [18], B3aumMocBs3u KJI0Ha
n nopaxenusi nouek — MI'P3 — OTKpbIJ10 BO3MOXKHOCTb Ha-
3HAUEHUS TaKUM MAlMEHTaM BbICOKO3((PEeKTUBHOI XUMUOTE-
panuu. TepaneBTrueckoe BO3/ENCTBIE, HAIPABIEHHOE HA MO-
[laBJICHUE KJIOHA, OKa3aJI0Ch 3(P(PeKTUBHBIM KaK B OTHOLLEHUU
MMOYEYHBIX NUCXOJIOB, TAK M OOIICiH BbDKUBaeMoCTH [7,9, 12—-14].
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Mexanuzmvt u cmpykmypa nopasicenus novex npu MI'

MexaHu3Mbl BO3JICHCTBUS MapanpoTerHa Ha MOYEYHYIO
TKaHb U CTPYKTYPbl OPraHu3Ma KpailHe pa3HOOOpa3HbI U MOKa
OKOHYATENILHO He BbISICHEHbI [26, 51]. B cuny ocoGeHHocTE
CTPOEHUSI U COOTBETCTBYIOILM 00Pa30M M3MEHEHHBIX (PU3UKO-
XMMHUYECKNX CBOWCTB CaMOIl MOJIEKYJIbI MTAPANTPOTENHA, a TaKXkKe
AeficTBUSl MECTHBIX (pakTOpoB aHOManbHble Ig n/mmm JIL cro-
COOHBI:

1) oka3bIBaTh TOKCUUYECKOE BIMSIHUE HA KIIETKM;

2) neficTBOBATH HATMOf[OOME AaHTUTEJN MO OTHOILIEHUIO K pas-

JIMYHBIM MOJIEKYJIaM;

3) aKTUBMPOBATb UMMYHHYIO CHUCTEMY, B YaCTHOCTU CH-
cTeMy KOMIIJIEMEHTa;

4) B3aMMOJIENICTBOBATH C ME3aHTMOLMTAMU U IPYTHMU KJIeT-
KaMU HeppOHA M aKKyMYJIMPOBAThCS B BUJIC JICIO3UTOB
Pa3IMYHOI CTPYKTYPhI, HANIPUMEDP B BUJIE AMUIIOU/HBIX
pubpust.

[Ipu MI'P3 natonornueckoe fericteue MIg mMoxeTt ObITh
peanr30BaHo Ha yPOBHE JII0O0ro KOMNapTMEeHTa HeppoHa: Kity-
604YKa, KaHAJIbLEB, MHTEPCTULMS, cocyoB [52]. OTcrona npo-
HCXOJUT U pa3HO0Opa3ue KIMHuuecKuxX nposisiaenuit MI'P3, ko-
TOPOE MOXKET 3aKJIH0YaThCsl B JIOOOM CHHPOME MOpakeHusl
MOYEYHO! MapeHXUMbl MM MX KOMOWMHauuu (puc. 3, cM. Ha
IBETHOM BKJIeKe). B cBsi3u ¢ Tem, uto kitoH I1K nmm B-mam-
¢ounTa «HEGONBIION» M, KAK MPABUIIO, HE BbI3bIBAET SIBHBIX
CHUMIITOMOB, aCCOLMMPOBAHHBIX C OMYXOJblO, MALMEHTHI €
MI'P3, umeroniue npenmMyiecTBEHHO NMOYeYHbIe NMPOosiBJie-
HUS1, NEPBUYHO OKA3bIBAKOTCS NManMeHTamMu Hedpoora, 06-
pamasch Mo NOBOAY Pa3BUTHSI «IIOYESUHBIX» CUMITOMOB (apTe-
PUAIIBHON TUNEPTEeH3UN, OTEKOB, reMaTypuH, NPOTEeUHYPUH,
puchyHKuMU nouyek u Ap.). Ha puc. 4 (cM. Ha nBeTHOM
BKJIEHKE) NpeJICTaBIICHbI BAPMAHTbI HeponaTuil, acCOLMUpPO-
BaHHbIX ¢ MI', o fanHbM oTaenenus Hedpponoruu I'BY 3 «'Kb
um. C.I1. Borkuna» n knmuanku HWUU wepponornn ®I'6OY BO
«Ilepsbrit CITOI'MY um. akay. WLI1. [TaBnosa».

B 3aBucumocT oT npoduiist 1 Hay4YHO-NPAKTUUECKON Ha-
MPaBJIEHHOCTH CTAlIOHApa CTPYKTYpa acCOUMMPOBaHHbIX ¢ MIT
MOPAYKEHUH MOYEK MOXKET PAa3IN4aThCsl IPY COXPAHEHUHU TEH/IEH-
MM K ioMuHrpoBanuio AL-amunonsio3a. Tak, no jaHHBIM MHO-
ronpouiabHOro TepanesTudeckoro crauuonapa r'AOY BO
«[lepsbiit MI'MY um. .M. CeuenoBa» Knunuku um. E.M. Ta-
peeBa, nuarnocTupoBanbl 276 6onbHbIX ¢ MIT, B TOM uncne y
51% BoisiBieH AL-amunonjo3 [3]. Cpeiy HeaMUIIOUIHBIX Hed-
ponatuii (=63, 23%) npu SKBUBAJIEHTHOI YaCTOTE B CPABHEHUU
¢ BeI6opkoit ['BY 3 «'KB um. C.I1. BorknHa» Mopconornyecku
noaTBepsKaeHHoro xponnueckoro ['H (MIITH — 4%, ®CI'C —
1% , mem6pano3HbIi — 1% , MUHUMAaIIbHbIE MEe3aHTMaIbHbIE N3Me-
Henust — 1%) Gosee 3HaUMTENbHYIO YacTh (6%) 3aHMMaeT Kpro-
rno6ymnemuyeckuii I'H (Kpuol'H), B ochorom npu HCV-ac-
COLMMPOBAHHON KPUOTTIOOYJIMHEMUM 2-T0 TUNA, MEHbILIAsi YaCTh
npuxoanTcst Ha 6one3nn aeno3uuun MIg (1%) u IH (1%).

MTI'P3 u cmpykmypa MKbB

[IpuzHanme mexxayHapoaabiM coobmectsomM MI'P3 kak oT-
eJIbHON HO30JIOTMM HaXOIUT OTpakeHue 1 B MexkayHapojHoi
knaccucpuxayy 6onesteit (MKB). ITpoext MKB-11, npepicras-
JICHHBII Ha O(pULMaTIbLHOM caitTe [53] 1 niaHupyeMmblii K yTBep-
>kpeHnto B 2019 r., BKitoyaeT iBa Hanboliee pacrpocTPaHeHHbIX
BapuaHTa nopaxenus nouek npu MI' — AL-amunonsio3 u 60-
ne3sb otnoxenust MIg (Randall type monoclonal immunoglo-
bulin deposition disease — MIDD). B noBoit Bepcun MKDB
MIDD — noppasnen riasbl «[l1azmMokiieTouHble HOBOOGPa30Ba-
Hus» (2A83.0).

W3noxeHHOe SIBIISIeTCsl OCHOBAaHUEM Jj1s1 pusHanus MI'P3
KaK OT/IEJIbHON HO30JI0TMYECKOi Tpynmbl B cTpyKType MI', B
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TabAmua 2. TlepevyeHb HO30A0TMI AASI BKAKOYEHMS! B TPynny
MIP3

AL-amunonsio3

AH-amunonso3

BOJILI Ig

BOTL Ig

BOJITL] Ig

NramMuma

NmmynorakTouausiii I'H

MonoksoHanbHbIi hudbpuisipubiil ['H

Kpucranmueckast nogouuTonartusi, accouuuponantasi ¢ MI'
C3-rnomepynonarus, accouuupoBanHasi ¢ MI'
TpomGoTryeckast MUKpOAHIHONATHS, accolMrpoBanHas ¢ MIT
Kpuol'H B pamkax KpuornoGyanHeMuu 1 uim 2-ro Tumna
[IpokcumanbHas TyOysonarusi, accouurponantas ¢ JILT
Kpucrannmueckuil rTHCTHOLUTO3

TyOynonnTepcTuManbHbI HeppuT, acCOIMUPOBaHHbII ¢ MIT
(Kpuo)xpucraniarnodymuHemudeckuii 'H

WHble hopMBbI rIIoMepyIIonaTHii, CBsA3b KOTOpbIX ¢ MI'
JoKa3aHa, B ToM yucie anTu-I'bM-Hedput, accounnpoBaHHbIN
¢ MI', u MH, accounmnpoannas ¢ MI'

TOM 4YHMCJIE Ha YPOBHE YNPABJIEHUs] OpraHaMU 3[paBOOXPAHEHUs]
P®. Hozosnoruu, xoropble BXxopsT B rpynny MI'P3, npencTas-
JIeHbI B Ta0JI. 2.

I'emaTosnoru u HeponOru — aBTOPbl HACTOSALIETO KOHCEH-
cyca — Ha nepuoj Jio nosisjenusi B PO nepesoia Ha pycckuil
s3Ik TekcTa MKB-11 npumium K 3aKII04eHrI0 0 HE0OXOINMO-
cty npuMmeHeHns KogoB MKB-10 fist XapakTeprucTiKY pa3HbIX
BapuanToB MI'P3 (Ta6J. 3). B ciyuae nmopaxkeHus nouek, ac-
couumnpoBanHoro ¢ MI', ciegyeT KOMOMHUPOBAThL KOJi reMaTo-
JIOTMYECKOI HO30JI0rMHU C KOIOM He(DpOIOruueckoil HO30I0r 1.

MyabmuoucyunauHapHsiii 00X00 K OUAZHOCIUKE

u aewenuro MI'P3

MI'P3 — npobGnema, HaXOfSIAsICsl HA CThIKE JIBYX CIElH-
AIIbHOCTE — reMaTOoJIOTUK M He(PPOJIOTHH, /IJIsl peLlIeHus] KOTO-
poii TpedyeTcsi MyJIbTHAUCHUIIMHAPHBIN MOAXO/.

B pamkax peanu3zauymu nocnefHero 3ajayueil remaTosora si-
nsieTcsl BepuuKaumsl KIOHAJIbHOCTH, 4 HA 3aKIIOYUTETLHOM
aTarne NPUHSITHE PELICHUS O XapaKTepe KIIOH-OPUEHTUPOBAHHOM
Tepanuu, T.e. Tepanun, KOTopasi HanpaBjieHa Ha KOHTPOJIb TIPO-
nuepanun KJIOHa, BKIIOYAIOIEH METO/bI BbICOKOJIO3HON XU-
MHOTEpanuy U TPAHCIUIAHTALMN TEMOIO3TUYECKUX CTBOJIOBBIX
kyetok. Heo6xommMocTh yyacTust Hepposiora oGyclioBIeHa TeM,
yto npu MI'P3 npopympyercst HeppoTOKCHUIHBINT M-TipoTenH,
KOTOPBIi1 PUBOJIUT K CaMbIM Pa3HbIM TUMAM MOPAXKEHUsI MOYEK
U peHasbHON ncyHkumn. KnmHanko-mopgonornueckuii nat-
tepH MI'P3 TpynHo nudpcepenumpoBaTh OT Apyrux MHOTOUKC-
JIEHHBIX MATOJIOTUI, He CBsi3aHHbIX ¢ MI', 6e3 mpuMeHeHust 1 vH-
TEpHpeTaly CJIOXKHBIX METOJIOB MO3TAMHBIX UCCIICIOBAHUI.

Juaznocmuxka MI'P3

st ycranoBnenust fuardoza MI'P3 neo6xonumo:

1) onpepenuTh HanuuMe KioHa B-kneTounoit muunm audpcpe-

PEHLPOBKY;

2) yCTaHOBUTH CNeuM(UYHOCTh TOpPaskKeHHus TMoyYeK, 00-
YCIIOBJIEHHOT'O BO3/IEFICTBUEM MPOAYLMPYEMOrO KJIOHOM MOHO-
KJIOHAJILHOrO Oenka. B 3ToM CBS3M JUarHOCTUKa BKIIFOYAET re-
MaToJIOrMYeCcKe U He(ppOIOruuecKrue MeTO/bl UCCIIelOBaHNUS
[2, 52]. TIpuHrmast BO BHUMaHKE CYLIECTBEHHOE pa3HOOOpasue
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A.B. CmupHOB 1 coasT.

TabAnua 3. KoaupoBaHue nopaxeHuit noyek, accounmposanHbix ¢ MI, no MKb-10

Homenknatypa B 3aBUCUMOCTH OT CTeNEHHU

Tun knona npoJngepanuu KJIOHA U KO reMaToJI0rM4ecKoi Tun MI'P3 u Kop Hehpororuyeckoit H03010TUN
HO30JI0TUH
MI'H3
D47.2 MoHoKIOHaIbHASI TaMManaTHst
HEOMPE/IENIEHHOr O 3HAUEHHUST
D89.1 Kpuorno6ynuHemust
Kiou IIK Tanerommas (MHIOJIEHTHAS ) MUAETIOMA HeamunouHoe nopaxkeHue noyek
C90 MHOKecTBEHHAsi MUEJIOMA U 3710KaYeCTBEHHbIE
TM1a3MOKJIETOYHbIE HOBOOOPA30BaHMs NO00-08 I'nomepyJisipHble 6OIE3HU, B TOM YKCJIE
NO8.1 I'momepysipHble 00JIe3HN NPU HOBOOOPA30BAHUSIX
AL/AH-amunounsios (MM, MB)
E85.8 [Ipyrue copmbl amuionio3a NO8* I'momepyisipHble MOpasKeHUs IPU OONE3HsIX,
KJIaCCU(PUIMPOBAHHBIX B IPYTUX PyOpHUKax
IgM-MI'H3
D47.2 MoHOKIOHabHAsl raMManaTust
N10-16 TyOynouHTepcTUIAANBHBIE GONE3HN TTOYEK,
K HEOIPEJIEICHHOTO 3HAUeHUsl B TOM UHCHE
JIOH D89.1 Kpuornooynusemust %
ammponnasma-  pgg g TIpyriie yTOMHEHHbIE HAPYLLIEHNS C N16* TyOynounrepcTiaibHble HOPAXKEHUS] HOYEK
LUTapHOi BOBJICUEHMEM UMMYHHOTO MEXAHU3MA, He npu 60JIe3HSIX , KINACCU(PUIMPOBAHHBIX B IPYTUX PyOpUKax
JIAHIH KJIacCU(pUIMPOBaHHBIE B APYTHX PyOpHKax
Tnerowas MB N16.1 Ty6GynonHTepcTUIHATLHOE TTOPAsKEHHE MOYeK MPH
C88.0 MB HOBOOGpa3oBaHUsX (Jiefikose, mmmpome, MM)
MBIJI N17-19 IToyeunast HEGOCTATOYHOCTD
D 72.8 Ipyrue yTOYHEHHbIE HapyLLIECHUsI OeIIbIX AMUIONI03
KPOBSIHBIX KJIETOK
Kron XJ1 MoryT GbITh NPUMEHUMBI BbILIEYKA3AHHbIE KOJIbI, & TAKKE

B-nmumdoumra B-knerounast HeXOKKUHCKAs! MM oma

C91.1 Xpounuecknit TuMOIUTAPHBIN JIEHKO3

C82 donnukynsipHasi HeXOIXKKUHCKasl TuM¢oMa

C83 NudbdysHast HeXOKKUHCKast TuM¢oMa
D8&9.1 KpuornobymHemust

NO08.4 I'nomepyJisipHble 60JIC3HU ITPU AMUJIOUI03€

BapraHTOB nopaxkeHust nouek MI'P3, oueBniHO, YTO KITIOUEBBIM
3TANoOM JIMArHOCTUKU 3TOTO COCTOSHUS SIBISIETCS MOP(OIIOTH-
YecKoe HCCIeloBaHne MovevYHol TKanu [54]. Pe3ymbraT ructo-
JIOTMYECKOT0 NCCIEIOBAHNS U KIMHUKO-MOP(OIOTMIeCKIil aHa-
I3 packpbiBaloT ocobeHHocT MI'P3 B KaX/oM KOHKpPETHOM
clyyae, a TAK3Ke HECYT KpaiHe BasKHY!IO Ji71st Hedpposiora MH(Op-
MAlMIO B OTHOLIEHUH MOYEYHOTO TIPOTHO3a.

Mopgoaoeuneckan ouaznocmuxa MI'P3
C ueunbto nosHoueHHoi inarnoctukn MI'P3 mopdosornye-
CKO€ UCCNEeJOBAHNE OUEUHO TKAHU JOJIKHO BKJIIOYATB!

1) cBeTOONTHYECKOE UCCIIEOBAHNE C IPUMEHEHUEM OKPa-
cok: reMaTokcuianH/303uH, IIWK-peakuus, cepedpenne
no [>xoHcy, KoHro-por, TpuxpomMajbHasi OKpacka Mo
MaccoHy, OKpacKa Ha 3/1aCTUYECKHE BOJIOKHA;

2) uMMyHOMOp(oI0rnyeckoe ucciefoBaHne: MMMYHOD-
moopecueniys (MP) unu nmmynoructoxumust (MI'X)
J17151 BbISIBJIEHUS! B TIOUEUHON NTAPEHXUME JICIO3UTOB MOJIe-
kyn Mg [manens anturen k IgA, IgM, IgG (TunmpoBanue
1gG), IgD, kappa, lambda, C3, Clq]. B psine ciy4aeB nm-
MYHOMOP(OJIOrHYEeCKH1Ee METO/IbI JOJIXKHBI ObIThH [0MOJI-
HEHbI H3MMHbBIM IEMaCKUPOBAHUEM SMUTONOB AHTUI€HOB
Mlg, yro no3possieT 6osee 3IPHEKTUBHO AUATHOCTUPO-
Batb MI'P3, korpga pesynbpTaTa HE JalOT pPyTHWHHBIE
UT'X/Nd-uccnepoBanus [55-57]. C uenbto nudpgepen-
LUaNIbHOMN MarHocTuku pudpusuisipporo I'H, nenosurst
p¥ KOTOPOM MOT'YT 00/1a[jaTh KOHTO(UIbHOCTbIO, IIPU-
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MensroT UI'X-uccnenoBanne Ha DNAJB9 — 6enok cemeii-
CTBa LIAMEPOHOB, KpaiiHe crely(UIHbIN 711 3TOr0 THIa
I'H [58, 59];

3) yAbTPaCTPYKTYPHOE UCCIelOBAaHME MO3BOJISET OLEHUTD
CTeneHb MOBPEXK/ICHUST CTPYKTYP MOYKU HA CyOMUKPOCKOMUYe-
CKOM YpPOBHE M XapakTep AECNO3UTOB, 0Opa30BaHHBIX MOHOKJIO-
HAJIbHBIM OeJIKOM (OpraHu30BaHHbIE, HeopraHu3oBaHHble). [To-
cliefiHee SIBJISeTCs KI0YeBbIM B M pepeHIMabHOM JMarHOCTHKE
Takux ¢popm MI'P3, kak IMMyHOTaKTOM/IHBIIA, (DUOPUIITISPHBIIA,
KpuoIl'H u nip. MHorga ¢ nenbio AeTeKuM MOHOKJIOHAJIBHOTO
6eJIKa MCCIefIOBaHNE MOKET OBITh JIOTIOJIHEHO YIIbTPACTPYKTYp-
Hoit II'X ¢ MeuenbIMu HaHoUYacTuIiaMu 30510Ta [60, 61].

Ha 3aBepiaronmx sranax mMopdonornyeckoit gucpdepen-
IManbHOM auarHoctukn MI'P3 B pamkax omics-TeXHONIOTHIA, 1
B YaCTHOCTH MPOTEOMUKH, B HEKOTOPBIX 3apyOeKHbIX LIEHTpax
NPUMEHSIOT JIA3€PHYI0 MUKPOJMCCEKIMIO C MOCIEAYOIUM pa3-
AeJieHreM OeJIKOBbIX KOMIOHEHTOB MOYE€YHON TKaHW METOJIOM
KanuJUISIPHOTO 3JIeKTpodopesa U UieHTU(UKAIMEH MOJIEKY-
nsipHOro cocrasa ¢ nomoupio MALDI-TOF (MaTpuuHO-aKkTH-
BHMPOBaHHas Jla3epHasi ecopOLMs/MOHU3ALMUS C BPEMSITPOIeT-
HbIM aHAJIM30M U BU3YaJIM3UPYIOLLE Macc-ClIeKTPOMETpUeil)
[54,62,63].

OnucaHHbIe MOAXOAbl K MOP(OIOrMYecKoi AMarHoOCTUKE
MIOJIKHBI ObITh OCYIIECTBJIEHbI UCKITFOUUTENBHO B BHICOKOCTIE-
LMAM3UPOBAHHON U XOPOLLIO OCHALIEHHOW MOP(MOIOrnyecKoit
nabopaTopuu, TJie Bce HEOOXOMMbIe METOIMKU OYyT MpuMe-
HEHBbI U OLIEHEHbI OMBITHLIM HE(POMATOTIOTOM.
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TabAnua 4. Tlpenapartbl M METOABI, MPUMEHSIEMbIE AASI A€YEHUSI KAOHAABHOW npoAndepaumm B-kaetouHoi Aunnm [17]

Hurocratuku (uukiogochamut, 6eHIaMyCTrH, XJiopamOyuu, uyaapabut, JOKCOPYOULMH, BUHKPUCTUH, MeJIchallaH U Jip.)

KopTtukocrepoupl (1eKkcameTa3oH, NPeHU30II0H)
Wuru6urops! npoteacom (60pre3omMud, Kapuiazomuod, ap.)

MoHnoknoHanbHble anTUTena (aHTH-CD20 — purykcuma6, 00MHYyTy3ymao, odatymymad; antu-CD38 — paparymymab u np.)

Muruburops! Tpo3uHKUHA3bl BpyToHa (MOpyTHHNO)

HIMMyHOMOZTYJISITOPBI (JIEHATIAOMMJT, TOMAIIAIOMHUJ] U JIP.)

Boicokonoznas nonmxumuotepanusi ¢ nocaenytoeit ayroTT'CK kposu

TI'emamoanozuueckasn ouaenocmuxa MI'P3

Lenb remaTonornyeckoro o0caeloBaHus — BbISIBIICHUE T1a-
panpoTtenHa 1 kioHa B-knetounoin nmuaun aud¢epeHIpoBKH.
O6beM 00ce0BaHs COOTBETCTBYET TakoBomy npu MM, B-
mimcpome nimm MB 1 noipo6GHO omnmrcaH B COOTBETCTBYIOIIMX pe-
KoMeHpanusx [17-21,27].

Jlnst ycnenHoi BepumKau «HeOObIIOr0» KIIOHA BaXK-
HBIM SIBJIIETCS NPUMEHEHNUE BLICOKOYYBCTBUTEJIbHBIX METOAUK,
MO3BOJIAIOIMX O0OHAPYKMBATH JJa>Ke HEOOJIBIION KIIOH U MaJloe
KOJIMYECTBO MapanpoTerHa: UMMYHO(MEHOTUIPOBAHNE KOCT-
HOI'O MO3ra, FeHeTUYeCKNe UCCIIeloBaHus, UMMYHOMUKcalus
ChIBOPOTKM KPOBU M MOYM, ONpE/ieJICHIE B CbIBOPOTKE CBOOO]I-
Hbix JIL meTostom Freelite miv MHbIMM MeTO/IaMM, COMOCTABU-
MocTh KoTophix ¢ Freelite nokasana. [laHHble METOIMKU CUH-
TAFOTCS1 OCHOBOW HE TOJIBKO JIJIsi IEPBUYHON FeMaTOJIOrMYECKOM
JAMArHOCTHUKH, HO U /151 OLIEHKU 3(P(heKTUBHOCTH JIEUSHUSI 1 IIPO-
rpeccum 3a00JIeBaHMs.

Jeuenue MI'P3

Ha myasTuaucuyninHapHoOM Nojixojie A0MKHO OBbITh OC-
HOBaHO U JieueHue MI'P3 — KJIOH-OpUeHTUPOBAHHOE U BKIIIOUATh
M3BECTHBIE TIPenapaThl U CXeMbl XMMUOTEPAINUN, IPUMEHsIEMbIe
npu MM, B-mumdome, XJIJT u MB [16-20, 27,39, 42, 64, 65].
KpaTko coBpemMeHHbIe NOAX0/ibl K 3TUOTpONHOM Tepanuu MI'P3
oTpaxkeHbl B Ta6. 4. Lesb eueHus: — CHUKeHUe POy KLU
natoreHHbIx JILI/Ig, ymMeHblleHne OTI0XKeHus apanpoTenHa B
OpraHax M TKaHsX, Mpejlynpexx/eHne JalbHeNIero nporpeccu-
poBaHMsI MX TUCYHKIMM, a TaK3Ke MpefloTBpallieHne TpaHcop-
Maluy KJIOHa B 3JI0KauecTBeHHY0 (hopmy [11]. TTomumo xumuo-
Tepanuu B KadecTBe onumu Jsedenuss MIP3  pomkaa
paccMaTpuBaThCs BbICOKOO3HAS MOJIMXMMUOTEpAnusi ¢ Moji-
AEPIKKOH ayTOTpaHCIUIaHTALMel TeMOMO3TUYECKUX CTBOJIOBBIX
knetok (ayroTT'CK).

B 3aaun KOMIUIEKCHOTO HE(PPOIOrMYECKOTrO CONPOBOK/IE-
HMS TEPANUU BXOJIAT Pa3HOOOPa3Hble MEPONPHSATHS, 3aKITI0YA0-
1IMecsl B KOPPEKIMU 103UPOBOK MpPenapaToB ¢ yUETOM UX I0-
TEHIMAIBHON He(POTOKCUYHOCTH, MPOPUIAKTAKE U JICYSHUN
OIIIT, no Bo3AENCTBHIO Ha criepuUecKue MaToreHeTHYecKue
MEXaHU3Mbl TIOBPEXK/IEHUS MoyeK (JleyeHne TpoMOOTHYECKO
MHUKPOAHTMONAaTHH, UMMYHOKOMIIJIEKCHOTO MOBPEXK/IEHUs Op-
raHa, yBeJIMueHHe KJIMpeHca Aeno3uTos Ig), oueHke dyHKuuit
MOYEK B IMHAMUKE 1 KOPPEKLMH MX HAPYIIEHHUI, OlIEHKE TTouey-
HOT'O OTBETA, & TAK>KE MPUMEHEHIE METOJI0B 9KCTPaKOPIOpaib-
Hoit anumuHauuu JIL. K nocaeHruM OTHOCSATCS METO/IbI 3aMe-
CTUTEJILHOW TIOYEYHOH Tepamnuu, Hampumep TIeMOojnuasn3/
remMofuauIbTpaLys ¢ MPUMEHEHNEM MEeMOPaH «BBICOKOH OT-
ceukn» (high cut-off membrane), a Takske SUPRA-HFR (hae-
modiafiltration with ultrafiltrate regeneration by adsorption on
resin). DTH METOJMKHU MO3BOJISIIOT yAIUTh cBoOOaHbIe JILI u3
OpraHm3ma 1 CHU3UTh UX TOKCUYECKOE JISFICTBIE HA TKAH! U Op-
TaHbI, CIOCOOCTBYSI MOBBIIIEHNIO 3(P(PeKTUBHOCTH JieueHnst [66—
68]. BaskHbIM Tak>Ke SIBJISETCS MOArOTOBKA MOTEHIMAIBHBIX pe-
LMIHAEHTOB AJNIOTPAHCIUIAHTATA MOYKU M BKJFOYEHHE TaKUX
GOJBbHBIX B JIUCT oXuianusi. C yuyeToM BBICOKOH YacTOThI BO3-
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BpaTta MI'P3 B TpaHCIIaHTAT NOYKY NMEPBbIM 3TAOM HEOOXO-
JMMO TIPOBOJIUTh KJIOH-OPUEHTUPOBAHHYIO TEPAIMIO U KOHCOJIH-
JAIMIO TeMaToJIormieckoro oreeta ¢ nomoipio ayroTI'CK [69].

Koncencyc He nmpecnefiyeT 1esi Moj{poGHO OCBETUTH Me-
toppl edennss MI'P3. Bonpockl Tepanun 06cysKiaemMoi Ho30-
Jioruu Oyj1y T MOiPOOHO OMMCAHBI B BUJIE KIIMHUYECKUX PEKOMEH-
Jaunii B JalIbHEHIIIEM.

Ipooaemwt aevenus MI'P3 6 PD

B nacrosiee Bpemst B npakTryeckoin Meauuune B PO MI'P3
HE paccMaTpuBaeTCs KaK HO30JIOTHS, & TAKMX MAIUEHTOB (op-
MajibHO OTHOCST K rpynne MI'H3 wnm cnyyasim B-kierounoii
nposudepauu 6e3 KpUTepres Julsl Hayama Tepanuu. B pesyiib-
TaTe TPAULMOHHBIX, HO CefYac yCTapeBLIMX NPECTaBICHHUI O
TOM, uTO B ciryuasix MI' neueHnto nosskeH moaBepraThest HCKITIO-
YUTEJTLHO 3710KAYeCTBEHHBIN OMyXOJIEBbIi KIIOH, 9(h(heKTUBHOM
KJIOH-OPUEHTHPOBAHHON XUMUOTEpanueit (6opTe30Muo, JeHa-
TIOMMJ], PUTYKCHMAO 1 JIp.) 00eCTieyeHbl TOJIBKO MALMEHTHI CO 3710-
kauecTBeHHbIMHU (popmamu MI' — MM, mumcpomamu, XJ1JT. B To
ke Bpemst naumenTsl ¢ MI'P3 (Bkimouast AL-amunonios), He co-
OTBETCTBYIOULIEH (POPMAITLHBIM KPUTEPUSIM 3JI0KAYeCTBEHHOCTH,
HE BXOJISIT B IPOTrpaMMbl 0OecTieyeHr s HEOOXOIMMbIMU JIEKapCT-
Bamu (Peprepanbhbiii 3akoH oT 03.08.2018 Ne299 «O BHecennu
n3meHeHnit B PefepanbHblil 3akoH "O6 OCHOBAaX OXpaHbI 3/10-
poBbs rpaxkyian B Poccuiickoit depepauun”») u ocratorcst 6e3
BO3MO>KHOCTH TIOJTy4aTh aJIEKBATHYIO XapaKTepy U IPOrHo3y 60-
ne3nn Tepamuio. besycnosHo, B otHomennn MI'P3 nmono6HbIi
noaxo HenpuemiieM. HerocTynHocThb nieueHus, 00yCcIoBIeHHas]
B MIEPBYIO OYEPE/Ib TEM, UTO JIUATHO3 «B CIIMCKAX HE 3HAUMTCSI», &
TaK>Ke HeMOHMMaHUEM MCTUHHOM MPUPOJIbI O0JIE3HU U HEIOOLIeH-
KOW ee KIIMHUKO-TIPOTHOCTUYECKOTO 3HAUeHNsI, TyOUTeNbHA ISt
oonbHbIX [70]. [TaiieHThI C JaHHO MATOJIOTHEN JOJIKHbI ObITh
obecrieuyeHbl HEOOXOIMMBbIMU TIpenapaTaMd U BO3MOKHOCTBIO
MPOBEJICHNS JISUEeHNs B paMKax (PMHAHCUPOBAHMS MO KAHAITY Bbl-
COKMX TexHousornit, BKitovast aytoTT'CK.

Ipeonocwviaku 0as cozoanus

OHKOHepor02u1ecK020 YeHmpa

[Taromorus movek, acconmmpoBanHas ¢ MI', cTouT Ha CThIKe
ABYX CeUMalIbHOCTEN — reMaTosioruu 1 Hedpposoruu. [Tonnma-
HME KpailHell akTyaJIbHOCTH 3TON NpoOsieMbl B MUpe MpUBEJIa K
BO3HMKHOBEHMIO HOBOH y3KOCTIEUMAIM3MPOBAHHON 001acTH —
onkoHedposoruu [71,72]. OueBuaHo, uTo Ariarnoctka MI'P3,
HaOJIOfICHNE U JICUCHNE TaKUX MAlUEHTOB JIOJKHBI OCYIIECTB-
JISITHCS B CIEMANN3MPOBAHHOM OHKOHE(POJIOTMYECKOM LIEHTpE.
OnbIT co37anus 1 paboThl TAKMX LEHTPOB peasn30BaH 3a pyoe-
koM [73]. Cosznanme oHKOHe(porornyeckoro nentpa B PO Bo3-
MO>KHO Ha 6a3e MHOrOnpo(UILHOTO CTAlMOHAPa, UMEIOLLEro B
CBOEM COCTaBE OT/IEJICHNSI FeMaTOJIOT U, He(pPOJIOTHH, 3AMECTH-
TEeJIbHOM MOYEYHOI Teparnuy, TPAHCTIIIAHTALMU CTBOJIOBBIX KJle-
TOK ¥ IOYKU. [IpyruM ONpeessiioM MOMEHTOM SIBIISIETCS Ha-
JIMYMEe  COOTBETCTBYIOIIMX JMAarHOCTMYECKUX  PECypcoB,
BKJIIOUasi IMMYHOMOP(OJIOTNUECKY0 JTab0paTOpuio, 061aato-
LIYI0 HEOOXOIMMBIMHU JI7Isl TIOJTHOLIEHHOM AuarHocTuku MI'P3
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meToukamu. CrieffyeT OTMETUTh, YTO UHTEepPEChl OHKOHE(PO-
JIOTUM HE OTPAHMYMBAIOTCS TOJBKO 3a00JIeBaHMSIMU TIOYUEK, ac-
couumpoBanHbiMu ¢ MI', Ho BkmouatoT OIIIT B pe3ynbraTe
JIEYEHUSI OIyXOJIEBBIX MPOLECCOB, MOPAKEHNsI TOYEK, ACCOLUN-
POBaHHbIE C COJIMIHBIMU OIYXOJISIMU U TPAHCTUTAHTALMEN reMo-
MO3TUYECKUX CTBOJIOBBIX KJIETOK, BTOPUYHBIE OMYXOJH Y 601b-
HbIX C MOYEUHbIM ansiorpacgToM u T.1. [74].

3akarouenue KOHCEHCYCA 2eMAMOA0208

u Heghponaoeoe no MI'P3

MI'P3 — 310 He camocTOsITeNIbHOE 3a00JI€BaHNe NOYeK, He
«xpoHnyeckuil I'H», a cocTosiHue, npu KOTOPOM NOpakeHue
MOYeK BTOPUYHO MO OTHOLICHMIO K KJIOHAJIBHON B-KieTouHoit
npommdepauun. Musmvu cnoBamu, MI'P3 — 310 mpenonyxose-
Boe 3a6oseBanue B couetanun ¢ XBII, kotopoe TpedyeT He3a-
MeJIUTeNILHOrO Havaja nedeHusi. Ilocnegnee, ogHako, HEBO3-
MO>KHO /17151 TaleHToB B PP B cBSI3M ¢ OTCyTCTBHMEM IMAarHo3a
MI'P3 B nepeune HO30JI0THIA, & 3HAUYUT, OTCYTCTBUEM TTOMOIIIN
1pH 3TOM NATOJIOTUHU.

B pamkax JaHHOro KOHCEHCyca He(ppOoJIOrd U reMaToJIoru
Be/lyLIMX KJIMHUK CTPaHbl NPUIIM K OOIIEMY MHEHHUIO B OTHO-
mwennn MI'P3 u BbiHOCAT Ha paccMoTpeHne nmpoeccroHaNb-
HOT'O COOOLLECTBA U OPTaHOB YNPABIIEHUS! 3[[PaBOOXPAHEHUEM
PO psap npepnoxxennil, peanu3auyst KOTOPLIX MO3BOJUT CyLIe-
CTBEHHO YJIYYIIUTh CUTYalMIO B IMArHOCTUKE U JIEYEHUN 3TOM
KaTeropuu 60JIbHBIX.

3aKAKUHTEAbHbIE MOAOYKEHMS KOHCEHCYyCa

1. MI'P3 npepncTaBasier coboil rpymnmy 3aboeBaHuil, Mpu
KOTOPBIX MOBPEK/ICHNE MOYEK MPOUCXOUT B pe3yibTaTe
MaTOJIOTMYECKOr0 IEMICTBHSI MOHOKJIOHAJIBHOTO 6eika (Ig
WM €r0 4acTH), MPOAYLMPYEMOTrO OMyXOJIEBbIM KIIOHOM
B-knerounoit muann gudpepentppoBku. [Ipu sTom Kpu-
TEpHEB, O3BOJISIIOLIMX HAYATh CIELU(PUUECKYIO TEPATHIO
JIMM(aTUYECKON OMyXOJIH, HET.

2. MI'P3 - rereporeHHas rpymnmna 3a60JeBaHUil, TIPU KOTO-
Ppoii pe3yabTaT BO3ICHCTBISI MOHOKJIOHAILHOTO GeJKa Ha
MOYEYHYI0 TKaHb MOXET OBbITh Pa3lINYHbIM, OJJHAKO He-
N30€>KHO MPUBOANUT K MPOTrpeccUpyromeil AucyHKIUI
MOYeK, BIJIOTh JI0 TOJHOM yTpaThl (PYHKIMU OpraHa u K
YMEHBLIEHUIO TPOJIOJIKUTEIIbHOCTH SKU3HU .

3. [IpuHuMasi BO BHUMaHKe KpaiiHe HeOJIaronpusiTHbIN Mpo-
FHO3 B OTHOLIEHUM (PyHKUMM NOoYeK U >KuzHu, MI'P3
TOJIKHA ObITH BKIIFOUEHA B PEECTP «KU3HEYTPOSKAIOIINX
1 XPOHMYECKUX MPOrpeccupyroimx (opgaHHbIX) 3a6071e-
BaHUI1, MPUBOJISILIMX K COKPALEHUIO TPOJIOJIKUTETLHOCTH
SKU3HU MALUEHTOB UM UX UHBAIMIHOCTH» , B BUJIE OOLLIETO
Ha3BaHUs!, OOBEIUHSIONIETO PSIfl OT/IENbHBIX HO30JIOTHIA,
BKItovasi AL-amuiionyios, 601e3Hb OTJI0XKEHNSI MOHOKJIO-
HAJIbHBIX JIEMIO3UTOB U 7Ip. (cM. Ta0I. 2).

4. pu MI'P3 puarHocTvka KJIOHAJILHON Nposmndepanun
TpeOyeT BBINOIHEHNS] IMMYHO(MEHOTUINYECKIX 1 MOJIe-
KYJISIPHBIX MCCJIE[IOBAHUI, HATIPABJICHHbIX Ha BbISIBIEHNE
«HEOOJILLIOr0» KJIOHA, BKIIIOYAsl BbISBJIEHUE Mapanpo-
TEUHA B KPOBM M MOYE C MCIOJIb30BAaHUEM NUMMYHO(UK-
cauuu 1 onpepenenust ceooboaubix JIL meronom Freelite
WJIM MHBIMU METOJJAMH,, COTTOCTAaBUMOCTb KOTOPBIX ¢ Free-
lite poka3ana. [laHHbIE METOIMKHU JIOJKHBI OBITH JIO-
CTYIHBI B IEPBYIO OYEPE/lb B CNENUATN3NPOBAHHBIX OH-
KOTeMaTOJIOTMYEeCKUX LEHTpax, a TakXe B JAPYrux
KPYMHBIX cTanpoHapax P®, Tak Kak sBIASIOTCS OCHOBOM
HE TOJILKO JIJIsl TIEPBUYHON reMaTOJIOrMYecKo uarHo-

18

CTHUKH, HO U JIJI51 OLCHKH 3(P(PEeKTUBHOCTH JIEYEHNMSI 1 TIPO-
rpeccuu 3a00J1€BaHNUsI.

5. Hapsny ¢ BbIsIBIEHHEM OMyXOJIEBOr0 KJIOHA IMarHOCTUKA
MI'P3 TpebyeT 00s3aTeJIbHOrO MPOBEJIEHUs] OUOICUM
MOYKU ¢ MOP(OTOTNIECKIMHU NCCIIEIOBAHUSIMHU, TO3BO-
JSFOLMMU NOATBEPAUTD CrielMUYecKoe MopaskeHne op-
raHa. Mopdonornueckoe ucciefoBanme Heppoodronrara
JOJIKHO BKJIFOUYATh CBETOONTHYECKUIT, IMMYHOMOP(OJIO-
TMYECKUi, yIbTPACTPYKTYPHbIN MeTOJIbl. OCHOBHBIM NpH-
3HakoM MI'P3 sBsifoTCS1 Oprann3oBaHHbIe W/WIM Heopra-
HU30BaHHbIE JIEMO3UTHI MapanpoTenHa MOHOKJIOHATILHOM
MPUPOJIbI B KOMIIAPTMEHTAX MOYKU. TUN MOHOKJIOHANb-
HOT'O MapanpoTerHa, BbISIBIEHHOTO B CHIBOPOTKE KPOBU
WJIM MOYe, JIOJKEH COBINA/IATh C TUIIOM MOHOKJIOHAJILHOTO
6elka, OnpefieIeHHOro MOpOIOrMUeCcKy 1 BbI3BABIIETO
HOpPaXKEHUE MOoYeK.

6. Muarnoz MI'P3 poykeH ObITh 00CYXK/EH KOHCUINYMOM
B cOCTaBe remMaTosiora, Hedpposiora 1 oYeYHOr o NaToJiora
¥ OCHOBaH Ha KOHCTATallM MaTOreHETUUECKOH CBS3HU MO-
PaKeHusl MOYeK U UMEIOLIEHiCs MOHOKJIOHAILHOM MPOJIU-
epauuu — kioHa B-mumcouuTa/TIK n/um BbISIBIEHHOTO
B CbIBOPOTKE/KPOBHU MapanpoTenHa.

7. JIro60i1 BapuanT MI'P3 Tpebyer Havasna KJIOH-OPUEHTHU-
POBAHHOIO JieueHus!, (PUHATILHON 1IeJIbI0 KOTOPOro $IB-
nsieTcs coXpaHeHne (PyHKUMHU TOYeK U NpeynpeskiaeHne
MPOrpPecCUPOBAHUS KIIOHA B CTOPOHY OIyXOJIEBOI'O MpO-
necca. XapakTep XUMHOTEpanuy 3aBUCUT OT TUNA KJIO-
HaJbHON nposmudepauuu. JleyeHne OMKHO OBITH Ha-
3HAYEHO U NMPOBEJICHO HA MYJIbTUAMCLUMIUIMHAPHON OCHOBE
B COOTBETCTBHH C TUIOM KJIOHA/TIapanpoTenHa 1 0COOEH-
HOCTSIMHU TOBPEXK/IEHUS TOYEK reMaToIoroM 1 HedpoJo-
rOM, UMEIOLLIMMU TTOJJOOHBIN OMBIT.

8. 'pynmy oHKOreMaToJorndeckux Gose3Hei, 0ObeAnHeH-
HbIX TepmMuHoM MI'P3, Heo6xoauMo BKIIIOUNTEH B Tiepe-
YeHb MaTOJIOrHil, TPeOYIOIUX Ha3HAUEHUS JOPOTOCTOSI-
IMX XUMHOTEPANeBTUUECKUX TpenaparoB. [lauueHTsl
JIOJKHBI MOJTyYaTh JIEYeHNe B paMKaXx KaHasa (PMHAHCH-
POBaHMS «BbICOKHME TEXHOIOTHN> .

9. KoHconupanysi reMaToI0orM4ecKoro OTBETa MOXKET ObITh
JAOCTUTHYTA C MOMOILbIO IPOBEJEHUSI BbICOKOIO3HOM MO-
mixumroTepanuu ¢ nociaenyroueit ayroTT'CK, B cBsi3u ¢
YyeM 1eJiecooOpa3HO  pPacCUIMPUTh TOKa3aHusl st
ayToTI'CK 1 BKIIIOUUTH B CTAHAAPThI OKA3aHUs JAHHOTO
BUjla oMol noMumo AL-amuiionjio3a u ipyrue THUMbI
MI'P3.

10. C uenpio yCnmemrHoi AMArHOCTHUKU, CBOEBPEMEHHOTO
apdextrBHoro neyenuss MI'P3 u fonrocpounoro Ha-
OJIFOJIEHNS 3a MAalMEHTaMM C TaHHON MAaTOJIOTUEN LieJie-
CO000pa3HO OTKPBITHE CHEUMATU3UPOBAHHBIX OT/ee-
HUI/LIEHTPOB  OHKOHE(MPOJOrMM B  yUpeXJCHUsX,
MMEIOIIMX COOTBETCTBYIOIIME PECYpPChI [Tl JMarHo-
CTUKHU U JICYCHUS] U KBATM(ULUMPOBAHHbIE BpayeOHbIC
KaJpbl, UIMEIOIIME COOTBETCTBYIOIMI ONBIT B OHKOTe-
MaTOJIOTMM U Heposiornu.

11. Ha ocHOBaHUM NMOJIOXKEHUI KOHCEHCYCca LesIeco0Opa3Ho
CO3/laHUE HALMOHAJIbHBIX PEKOMEHJALUI 110 3TOH Ku-
HUYECKOH npobGiieme.

C JJAaHHBIM TOKYMEHTOM O3HAKOMMJIUCb W BbIpasuiin COJIN-

JTAPHOCTH OT UMEHU HpO(I)eCCI/IOHaI[bHI)IX COO6IH€CTB Y4aCTHUKHN
KOHCEHCYCa.

TEPATEBTUYECKUV APXVB 7, 2020
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Ot umenn Accoumaunmn Hecppoaoros Poccumn n Hayunoro obmecrsa Hedpororos Poccum

®UO, ropop,

JI0JIKHOCTH, MECTO PAGOThI

Barasun Auppeit Bnagumuposny, Mocksa

Karokos VBan ['ne6oBuy, Cankr-IletepOypr

Kyuep Anatommit I'puropbesny, Cankr-IletepOypr

ITonosa Caetnana MiBaHoBHa, Camapa

ITpokonenko Enena MBaHoBHa, MockBa

ITymros Anekceil Anekcanposuy, Camapa

PymsHues Anekcannip lllamukosuy, CankT-IleTepGypr

[ .M.H., Ipod., Mpe3uaeHT Accolpanun HepoJIoros,

PYK. XUPYPrHYECKOro OT/-HUsl TpaHcnIaHTauyun nouku 'Y 3
«MO MOHHMKH nm. M.®. BiagumMupckoro», il. BHEILITAT.
cnepanuct-Hedponor Munsgpasa Poccun mo LIPO,

3aM. npeficefaTesst npoguiibHON KoMuccun Munszpasa Poccun
no crienmaibHocTH «Hedpomorusi»

[ .M.H., 1pod., mpod. Kad. HehpoNOrny 1 AuaNU3a, 3aB. Jad.
kimHu4eckon puzunonoruun nouek HUW nedposnoruu, PreOY
BO «Ilepssiii CIIGI'MY um. akap. W.I1. [TaBnosa»

I .M.H., 1po., npod. Kacp. NponeeBTUKY BHYTPEHHUX O0Je3Hel
C KJIMHUKOIA, 3aM. Iup. 10 JieueOHoi padore HayuHo-
KJIIMHIYECKOro uccienoBarensckoro neHrpa PI'6OY BO
«ITepebrit CIIGI'MY um. akap. WL.I1. [TapnoBa»

3aB. He(PPOIOTUIECKUM OT/I-HIEM (aMOYTaTOPHBIM)
KOHCYJIbTATUBHON MOJIMKIMHUKHY IJIaBHOTO KOpIyca
I'BY 3 «Camapckast o6nacTHasi KIMHUYEeCcKast O0JIbHULA
um. B.J1. CepenaBuna»

[ .M.H., Tpod. Kad. TPAHCTUIAHTOJIOTUH , HE(PPOIOTUN

1 ucKyccTBeHHbIX opraios 'bY3 «MO MOHMKHN

um. M.®. Braumupckoro», npejcefareib Accouyanumu
Hedposoros LIPO

3aB. Hepponoruyeckum ota-uueM ['BY 3 «Camapckas
obaacTHasi KiMHu4yeckast 6onbhuua uM. B 1. CepepaBuna»,
TJI. BHEHITAT. CICHUANCT TI0 Hepposorn MuHICTEpCTBA
3apaBooxpanenust Camapckoit 061acTi

JI.M.H., 1poc. Kach. NponeaeBTUKY BHYTPEHHUX O0e3Hel

¢ kimmnukoin PI'bOY BO «Ilepsbiit CIIGI'MY

uM. akap. M.I1. [TaBnoBa», npo. Kag. pakyIbTeTCKON Tepanun
MeuuuHceKkoro ¢ak-ta PI'BOY BO CIIol'Y

Ot umenn HaumoHaAbHOIO reMaroAorM4eckoro oomecrsa, Poccmitckoro oomecTsa OHKOreMaToAOroB

®UO, ropon

J0KHOCTh, MECTO PaGOThI

Hasbiikud Urops Jleonnposiy, Camapa

Kynarun Anexkcaunp Imutpuesud, Cankr-Ilerepoypr

[Irywkun Bagum Bagumosuy, Mocksa

PexTtuna Mpuna I'epmanoBHa, Mocksa

CwmuproBa AnHa 'enHanbeBHa, CaHkT-IleTepOypr

ITaToxun KOpuit Bacunsesuy, PocTos-Ha-[loHy

II.M.H., 1poc., 3aB. Kagp. U KIMHUKON FOCIUTAIILHON Tepanuu ¢
KYPCOM TIOJIMKJIMHIYECKON Tepanyy 1 TPaHC(y3HOIOTUN,
MPOPEKTOP MO HAYUYHOW U MHHOBALMOHHON paboTe, 1. BHELITAT.
CHeLMANUCT 10 FeMaTosI0orM MuHUCTEPCTBA 3PaBOOXPAHEHUs]
Camapckoii o61acTi

I .M.H., npod. Kadp. reMaTosnorun, TpaHcPy3uoJIOruu,
tpancmiantonoruu PI10, 3am. riaBs. Bpaya Mo reMaTosIorui,
onkorematosioruu 1 pesmatonorun PI'OY BO «Ilepsbiit
CIIoI'MY wum. akan. W.I1. ITaBoBa»

[ .M.H., 1pod., mpod. Kag. OHKOIOTHH, TEMATOJIOTUH U JTyYEBOI
teparun PI'’AOY BO «PHUMY um. H.U. ITuporosax, 3am.
rinaB. Bpaya 'BY 3 «'Kb um. C.I1. BoTkuna» no remarosioruu,
1. remarosior JlenaprameHnTa 3paBooXpaHeHusi r. MOCKBbI

JI.M.H., 3aB. OTI-HUEM XMMHOTEPANNHX MIa3MOKICTOYHbIX
muckpasuit PI'BY «HMMUL remaTonorun»

K .M.H., 3aB. nomkmHnYecKuM oT-oueM HYU nerckoit
OHKOJIOTHH, TEMATOJIOTHN U TPAHCTIIIAHTOJIOTHN
um. P.M. I'op6auesoit

[ .M.H., mpoc. 3aB. Ka. reMaTonoruu 1 Tpancgysuonorun PIIK
1 IITIC ¢ KypcoM KIMHUYECKOI 17a60paTOPHOIl IUArHOCTHUKY,
TeHeTHKH 1 1a00paTOPHOI FeHEeTHKM, 3aB. TeMaTOIOTMIECKIM
ota-areM PI'EOY BO PoctI'MY, ri1. BHemTaT. reMaTosor
1090, CKPO

TEPATEBTUYECKUW APXVIB 7, 2020
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OT umeHHn Poccrinckoro o0mecTBa NatoAOroB

®UO, ropop

JI0JIKHOCTH, MECTO PAaGOThI

Baiiko Bajgnum Banentunosuy, Cankr-ITetepOypr

JI.M.H., npod. Kag. MaTOJOrMYECKOi aHATOMUY C
natojoroanaromuyeckuMm oti-uueM PI'BOY BO «Ilepsbiit
CII6GIMY um. akap. M.I1. [TaBnoBa», 3aB. 1a6. naToMopoIoruu
HWWY peTckoit OHKOJIOrMK, FeMaTOJIOrMK U TPAHCIUIAaHTOJIOT MU
um. P.M. I'op6aueBoit, unen npoguibHoi koMmuccun MuH3pasa

Cumnosckuit Bacummit ['eopruesny, Cankr-ITetepGypr

CronsipeBuu Exarepuna CepreeBna, MockBa

Tonopos Cepreit Cepreesud, Poctos-Ha-[{oHy

Bopo6sesa Onbra Anexceesna, CankT-IletepOypr

Jle6eneB Kupunn Uropesuy, Cankr-IlerepOypr

Poccun no cnenpansHocTi «MoOseKynsipHasi MEULITHA»

K.M.H., 3aB. 1a6. KIMHNYECKOI IMMYHOJIOTMU U MOPPOJIOru
HWU nwepponoruu PI'BOY BO «Ilepsbiit CIIGIMY umM. akap.
W.II. ITaBnoBa»

[ .M.H., mpod. Kag. Hedponornu PIIIO PI'EOY BO
«MI'MCY um. A Y. EBiokuMoBa», Bpau-naToJ0roaHaToM
I'BY3 I'KB Ne52

[ .M.H., pyk. Mopdonorudeckoro ota. PI'EOY BO PoctTTMY

K.M.H., Bpa4-IaTOI0roaHaTOM OT/I-HUST HE(hPOMATOIOTIN

Y CIIOXKHBIX MOP(OJIOrMYECKUX UCCIIEJOBaHUI

00O «HauuoHanbHbI LEHTP KIMHUYECKO MOpoIornyeckon
AMArHOCTUKI» , PYK. HAMPABJICHNS MATOJIOTMN COOCTBEHHON

¥ TPAHCIIAHTUPOBAHHO MOYKU

Ma1. Hayy. coTp. 1a0. KIMHUYECKOI UMMYHOJIOTHA
u mopconorun HUUN wedponorun PIréOyY BO
«[lepsbiit CIIGI'MY um. akan. W.I1. [TaBnoBa»
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