HoBble CaHKT-leTepbyprckue BpayeGHble BegomocTu. 2024. T. 183, Ne 3 | New St. Petersburg Medical Records. 2024. Vol. 183, Ne 3

OB30PbI AUTEPATYPbI #(f LITERATURE REVIEWS

O630pHas craTbs
YAK [612.017.1:616.153.962.4]-07-08.019.941
https://doi.org/10.24884/1609-2201-2024-103-3-31-40

IHCTPAPEHAJIbHbBIE ®OPMbl BOJIESHWN M- C.XPABPOBA

OT/IOMEHNA MOHOK/IOHAZIBHOTO  [ebeei Conerferencunrcin rocyusoc ne v
MMMyHOFﬂOByﬂMHA M EXAH MSM bl, M. M. NaBnoBa, CaHkT-MNeTepbypr, Poccusa
HIMHMNYECKAA NPE3EHTALNA,

ANATHOCTUKA, NTEHEHUNE

(OB30P JIMTEPATYPbI)

Mocmynuna e pedakyuto 12.08.2024; o0obpeHa nocne peyeHsuposaHusa 11.09.2024; npuHama K nybaukayuu 25.09.2024

Pe3tome

[py MOHOKAOHAABHBIX FaMMaIlaTUAX KAOH B-KA€TOYHOM AMHUM ITPOAYIIUPYET MOHOKAOHAABHBIM UMMYHOTAOOYAUH (M), IpeACTaBASFOIINM
COOOM MOAEKYAY UAU OAHOM AETKOM IIeNIU K UAU A, AU OAHOM TSDKEAOH IIellH, AU ITOAHYIO MOAEKYAYy UMMYHOTAOOYAKHA. B cuny aGeppaHTHOM
MIPUPOABI KAOHA M1 HAAUNSL B €70 FeHOTHIIe Pa3HOo00pa3HbIX MyTaruii MII' Mo>keT oKa3bIBaTh IATOAOTMYECKOe BO3ACHCTBIE Ha OPraHbl U TKaHU, B
TOM YHCAE aKKYMYAUPOBATECS B BUAC HEOPTaHN30BAaHHBIX KOHTO-POT HETaTUBHBIX IPAHYASIPHBIX ACTIO3UTOB. TaKol BapHaHT OPraHOTOKCUIHOCTH
HOCHUT Ha3BaHue Ooae3HU oTAoKeHus MUI'. HaubGonee yacTas AoKaar3anus MOAOOHBIX Aerto3uToB MUIT — peHanbHas nmapeHxuMa. B To ke
BpeMs, TOA0OOHO AL-aMUAOUA03Y, 60Ae3Hb 0TAOKeHH MUIT MO>KeT HOCUTh CUCTEeMHBIN XapaKTep, U30AMPOBAHHO IIOPakaThb Pa3Hble OPraHbI
VIAM IPOTEKATh B BUAE AOKAABHOM (hOPMEL B HacTosIImEM COOOIIEHIY CyMMUPOBAHEI TEKYIIHE IIPEACTABACHHS O MeXaHN3MaX IKCTpapeHaABHON
dopMbI 60oAre3HE 0TAOKeHUsI MUT, ee KAMHIUECKUX IPOSIBACHUSX, IIOAXOAAX K AMarHOCTHKE U A€UEHUIO.
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Summary

In monoclonal gammopathies the aberrant B-cell clone produces the monoclonal immunoglobulin (MIG) which could present as only one
light chain or only one heavy chain or the whole immunoglobulin. Due to somatic mutations in B-cell clone genetic the MIG obtains abnormal
features and different types of tissue toxicity. The condition of non-organized granular MIG deposition leading to organ damage and dysfunc-
tion is known as monoclonal immunoglobulin deposition disease (MIDD). Most commonly MIDD involves the kidney parenchyma. However,
extrarenal MIDD may affect other tissues and present as local or systemic condition. This review summarizes the current knowledge concerning
the mechanisms, clinical manifestation, diagnostics and treatment approaches in extrarenal MIDD.
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BeepeHue — IgG/kappa («), IgG/lambda (A), IgA/x, IgA/A, IgM/x,

IgM/\ AU TOABKO OAHA U3 AeTKUX Ternedt (ALl) k uan

MOHOKAOHAABHBINT UMMYHOTAOOYAMH (MUI) mpo- A nAM perke TOABKO OAHA M3 TsKeAbx 1eredt (TLI) [1,
AYLIMPYETCsl KAOHOM IIAA3MATWYeCKOU KAETKH, AUM- 2. B cuny aGeppaHTHOM IPUPOABL KAOHA U HAAWUHS B
donyTa AN AMMOIIAG3MOIUTA U IIPEACTABASIET COOOM  ero reHOTHUIIE Pa3HOOOPa3HbIX MyTall|H B reHaX, KOA-
MOAEKYAY MMMYHOIANOOYAMHA OAHOTO KaKoro-To Tumna  pyrommx 6eaxu ALl u TLI, morekyra MU 3agacTyio
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IprobpeTaeT HEeHOPMAABHYIO CTPYKTYPY 1 CBOMCTBA [2].
B pesyasrate MUI™ MOKeT OKa3BIBATH MATOAOIMYECKOE
BO3AEMCTBUE Ha OpraHbl M TKaHU. B mocrepHme TOABI
MAHHBIM MEXaHN3M OPraHHOTO ITIOPayKeHUs AeT B OCHOBY
KOHIIEIITAN MOHOKAOHAABHOM raMMallaTHH KAUHIYECKOTO
3HavyeHust (MI'K3) [3, 4]. CMbIcA TOAOOHOTO TEPMUHA B
TOM YHCAE B €T0 YaCTHBIX BApHaHTaX — PEHAABHOTO 3Ha-
yeHUs |5, 6], HEBPOAOTMUECKOTO, AEPMATOAOTHIECKOTO 1
T.A. — 3aKAIOYAETCs B yKasaHny 3HadeHnss MU T -omocpe-
AOBAHHOTO ITOPayKeHUs OpraHa B IIPOrHO3e 3a00AeBaHUS
¥ HEOOXOAUMOCTH IIPOBEACHUS TePAIliK, HAIIPABACHHOMU
Ha YHUYTOJKEHHEe KAOHA. TakuM 00pa3oM, KOHIIEIIIWA
MI'K3 noapasymeBaeT NpUuMeHeHre KAOH-CIIeudude-
ckou teparmu (KCT) pavke B TeX CAydasix, KOTAQ CTElleHb
npoAnpeparyivi KAOHA IIPM MOHOKAOHAABHOY TaMMarlaTum
HeOOABIIIasA U COOTBETCTBYET MOHOKAOHAABHOM F'aMMarla-
THUY HEOIIPEAEAEHHOTO 3HaYeHu [6].

B nocaepnee pecarunerre B pamkax MI'K3 paccma-
TPUBAIOTCSI BCE HOBBIE U HOBBbIE MEXaHWU3MbI OPraHHOM
TorcryHoct MU [3, 4]. B cBA3M ¢ pyTMHHBIM BBIIIOA-
HeHreM MOP(OAOTMYECKOTO UCCAEAOBAHUS IIOYEUHOU
TKQHU B HE(POAOTMYECKOM IIPAKTUKE HAUOOABIINMI
KAMHUYECKUN U JKCIIEPUMEHTAABHBIN OIBIT HAKOIAEH
UMEHHO B 3TOM OOAACTH BHYTPEHHUX OoAe3Hel [3—6].
V3BeCTHBI CAepyrOllle MeXaHU3Mbl He()POTOKCHUYHO-
cti MU [9]: 1) Aento3uniyst B CTPYKTYpax IOUYKHU B BUAE
HEOPraHU30BaHHBIX MAU OPraHU30BAHHBIX ((PUOPUAAEL
MUKPOTPYOOYKH, KPUCTAABI) CTPYKTYD; 2) aHTUTEABHAA
aktuBHOCTE MII 110 OTHOIIIEHNTIO K UHTpapeHaAbHbIM Al
(hakTOpaM KOMIIAEMEHTQ; 3) UHTPAarAOMepyAIpPHas aKTH-
Balysl KOMIIAEMEHTa; U ITpod. be3ycAroBHO, AQHHBIE IIaTO-
Aorudeckure Mexanu3Mbl MU MOTyT OBITE PeaAr30BaHbL
W B APYI'MX TKQHSAX 1 HOCUTB CUCTEMHBI XapakTep. OpAHUM
U3 XOPOIIIO M3BECTHBIX IIPUMEPOB IIOAOOHOI'O COCTOSTHUS B
KAWHUKE BHYTPEHHIX OOAe3HEU ABATeTC AL-aMUAOMAQ3,
pu koTopoM MUI™ HaKanAMBAIOTCS, KaK IIPABHUAO, DKC-
TPALIEAAIOASIPHO B BUAE OYEHb IIPOYHBIX (PUOPUANSIPHBIX
CTPYKTYP, UTO IIPUBOAUT K IIOBPESKAECHUIO TKaHel opraHa
U ero AUC(OyHKITUN.

ApyruM AeTIO3UTapHBIM BAPUAHTOM SIBASIETCSI OONE3Hb
otrokenuss MUI, pacripocTpaHeHHOCTb KOTOPOU He-
CKOABKO HIDKe AL-ammaonao3za [6, 7]. Hauboaee vactas
AOKanmzaryst oone3nm otroykeHus MU — nouku [8].
I'Tpu 5TOM IATOAOTMU BAOAL OA3aABHBIX MEMOPAH KAY-
OOYKOB, KAHAABIIEB, KAITUAASIPOB IIPOHUCXOAUT ACTIO3UITHS
MonekyAbl MU' B BUAe HEOPraHM30BaHHBIX aMOP(HBIX
TPaHyASIPHBIX MacC, KOTOPbIE He UMEFOT THCTOAOTMYECKIX
CBOMCTB aMMAOMAQ [8]. AOKaAr3aIHs ACTIO3UTOB, X KOAU-
YeCTBO 1 OTBET PE3UAEHTHBIX KAETOK ITOYKH B BUAE MHUIIH-
anmm (pudporeHesa ONPEASATIOT KAMHUYECKYTO IIPe3eH-
TAITHIO 3a00AEBaHMSI B BUAE CUHAPOMOB IOPaKEHUS KAY-
OOUYKOB, KQHAABLEB U IIPOIPECCUPOBAHUA AUCHYHKIIUA
nouex [6, 9]. I'lpu 3TOoM MexaHN3MbI He(PPOTOKCUIHOCTH,
VX KAMHIYeCKas MaHM(eCTar s, TOAXOABL K AMaTHOCTHKE
U A€UEHUIO AOCTAaTOUYHO XOPOIIIO M3Y4eHbl, B TOM YHCAE B
KPYIHBIX KoropTax [8 —12].

IMopo6HO AL-aMHMAOMAO3Y, XOTS CYILLIECTBEHHO peKe,
Oone3Hb oTAoKeHUsT MUIT MOKeT HOCUTBh CACTEMHBIN
XapakTep, N30AMPOBAHHO [TOPa’kaTh WHbIE OPraHbl AU

TIpOTeKaTh B BUAE AOKaAbHOU popMbl [9—12]. B 3aBu-
cumocTu ot Tunia MUI™ 3aboaeBaHme nMeeT Tpyu BapraH-
Ta: 0oAe3Hb oTAOKeHud ALl (BOALL) (mauGoaee yacTo),
OOAE3HBb OTAOKEHUS TSUKEABIX 1ellel (PepKo) 1 OOAE3Hb
OTAOYKEHUSI ACTKUX U TSDKEABIX Lellel (KpaliHe peAko). Lle-
ABIO HACTOSIIEro 0030pa SIBASIETCSI CyMMallysl TeKYIIX
MIPEACTAaBAEHU 00 3KTpapeHaAbHBIX (hopMax OOAe3HU
otroskeHust MUT, TopAX0AaX K X AMATHOCTHKE M ASUEHMUIO.

1. Mexanu3msl opranorokcnynoctu MU' ['Tpu 60-
Ae3HU OTAOKeHusA MUIT akKyMyAupyeTcsa B TKaHAX B
BHUAE HEOPTraHU30BaHHBIX I'PAHYASIPHBIX Macc, KOTOpbIe
HeTaTHUBHBI IIPU OKPACKe KOHTO-POT MAU MHBIMHU aMHUAO-
UATPOITHBIMU KpacuTeAssMH [8]. B aTol cBs3u BO3HUKaeT
TPU KAIOYEBBIX BOIIPOCA MAaTO(MU3UOAOTHU OOCY KAQe-
MOTO COCTOSIHMS: 1) IT04eMy MMEHHO B AQHHOM CAydYae
MU nprobpea ciocoOHOCTL 00Pa30BbIBATE HEOPraHU-
30BaHHBIE ACTIO3UTRL; 2) T0YeMy 3aTPOHYT KOHKPETHBIU
opraH(el) ¥ 3) K 4eMy ¥ KaKUM 0Opa30M IIPUBEAELT aKKYy-
MYASIIIHS 9TUX AeTIO3UTOB. COTAACHO TEKYIIIM ITPEACTaB-
AEHUSIM, OTBETHI Ha IIePBhIe ABa BOIIPOCA 3aKAIOYAIOTCS
B COYETaHNU YHUKAABHOCTH I'eHEeTUKY KAOHA M COOTBET-
CTBYIOILIUX CBOUCTB MOA€KYABI MUI™ 1 yHUKaABHOCTH
caMoOM TKaHU U ee OTBeTa Ha BoaaercTeue [2, 13]. Tax,
U3BECTHBI OIIPEAEAEHHBIE MyTaIliK 1 COOTBETCTBYIOIITE
CTPYKTypHBIE U3MeHeHns: MOAeKyAbl MUI, Gnaaropaps
KOTOPBIM OHa OKa3bIBAETCsI CIIOCOOHA arperupoBaTh C Ta-
KUMM K€ MOAEKYAGMH, HO He MOJKeT (DOPMUPOBATH OeTa-
CKAQAUATYIO CTPYKTYPY, KaK IIPH aMHUAOUAE [2, 5, 14]. B
KauyecTBe IIprMepa MOKHO IIPUBECTH PE3YABTAT PaOOThI
R.Vidal etal. (1999), B KOTOPOM UCCAEAOBAAM CTPOEHUE
ALl-K, HOAy4eHHOU U3 ACTIO3UTOB B UHTEPCTULIUU MUO-
Kapaa [15]. ABTOPBI BEIIBUAN COMATUYECKYIO MYTAIHIO B
BapuabenbHOM perrnoHe ALl-k, IPUBOAAIITYIO K U30BITKY
TEAPO(OOHBIX OCTATKOB B MOAeKYAe ALl 1 OAOKHPOBKe
hopMHpOBaHMS IPEaMUAOUAA U/ HUAY OeTa-CKAaAIaTON
CTPYKTYPEL B pasButum 3a00A€BaHMA HEAB3s ITOAHO-
CTBIO UCKAIOUUTH POAb PE3UAEHTHBIX KAETOK OpraHa U
U3MeHeHHe UX (DeHOTUIla B OTBET Ha B3aUMOAECUCTBUAE
¢ ALl. Hatpumep, MexaHu3Mel B3aumoaericteusa ALl u
Me3aHruoumTa 1pu (popMupoBanuu peHaabHOU BOAL]
IIPOAEMOHCTPHPOBAHBL B CEpUM dKCIlepuMeHTOB G. A.
Herrera et al. (2020) [9]. Pe3yAbTaThI 3THX UCCAEAOBAHUN
OTBEYAlOT U Ha TPETUM BOIIPOC, IIPOAMBAsI CBET Ha Me-
XaQHU3MBI IIPOIPECCUPOBAHUA PEHAABHOMU AMCHYHKINN
BCAEACTBHE IIOBBIIIIEHHOM IIPOAYKIIUH Me3aHTHOITUTOM
podudpoTUYECKUX (DAKTOPOB 1 pa3BUTHA (hUOPO3a Op-
rana [9]. [Tpu BOALI rucrorormueckmii aHaAn3 00pasiioB
MHOI'MIX OPraHOB BBIIBASIET (PUOPOTHUYECKUE N3MEHEHMST
[16, 17]. He uckatoueH u TpeOyeT AQABHEHIINX UCCAe-
AoBaHMU (pakT B3auMopercTeuss MUID ¢ pe3npeHTHBI-
MM KAETKAMU Pa3AUYHBIX TKAHEU U IIPUOOpEeTEeHNe UM
deHoTUIIa MEOPUOPOOAACTA U 3AITyCKYy (prOpOoreHesa.
Apyrumu nnocaeactsussMu penosutiu MUIT aeagroTca
MeXaHMUeCcKoe IIOBpe’KAeHHe TKaHeM, HapylleHHe B
Hel HOPMAaAbHBIX ME>XKKAETOYHBIX B3aMMOAENCTBUM U,
KaK UTOT, AMCYHKITHS opraHa [15, 17].

2. IKcTpapeHanbHble (hOpMbI OOAE3HU OTAOKEHUS
MMUTI 1 ux KAMHUYeCKue nposisAenus (taba. 1). 3ako-
HOMEPHO, YTO CaMble KpyIHBIe uccaepoBaHuss BOAL]
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Extrarenal monoclonal immunoglobulin deposition disease: mechanisms,

clinical presentation, diagnostics and treatment approaches

IIPOBEAEHEI Ha MOITyASIIAN IIOYEeYHBIX OOABHBIX [10, 12].
B HUX IpoaHaAM3HMPOBaHBI M 9KCTPapeHaAbHbIEe TIPOSIB-
AeHUd, BBIABAEHHEBIE y 35% marueHToB. OAHAKO 3a4a-
CTYIO AMATHO3 OIIUPAACA HAa KAMHUYECKUE IIPOSABACHUS
/WM TIPUHSATHIE KPUTEPUU TTOpa’keHms opraHa [18].
AHUIIIbL B 4eTBEPTU CAy4YaeB 3KCTpapeHanbHas BOALL
OBblAa TIOATBEPIKAEHA Mopdoaormyecku. Mesxay TeM,
TOABKO TUCTOAOTHYECKOE UCCAEAOBAHME, BKAIOYAOIIlee
B ce0d CBETOOIITUYECKUM, UMMYyHOMOP(OAOTHYECKUAN 1
YABTPACTPYKTYPHBIM, & THOTAQ U IIPOTEOMHBIN aHAAN3,
TIO3BOASIET AOCTOBEPHO AMArHOCTUPOBATH OOAE3HB OTAO-
sxenust MUT 1 MCKAIOYMTE BaPUAHTHI €10 ACTIO3UIINH [0,
8]. B pesyabTaTe B IPHUBEACHHBIX UCCAEAOBAHUAX MOTAT
OBITb HEe AMAarHOCTHPOBAHHI CAydau couetanusa BOALl u
Al-amunronpo3a [19] nan ymoyiieHbl MAaAOCUMIITOMHBIE
BapuaHThl TedueHnss BOALI. [lo wacToTe BOBA€UEHHEBIE

OpraHbl PaCIpPEeAEAUANCH CAEAYIOIIUM 00pa3oM: cep-
Ate — 12—21%, neuens — 17— 19%, nepudepuueckas
"epBHas cucteMa ([THC) — 8 —9,4%, okoro 5% — CAlOH-
HBIE JKeAe3bl U JKeAyAOUHO-KUIlleuHbl TpakT (FKKT);
MeHee 3% — Aerkue u Koxka [10, 11]. Apyrue oprassl
— 3HAOKPHUHHBIE JKeAe3bl, TOAOCOBBIE CBSI3KH, MBIIIIIHL,
TIOAKO>KHaSI JKMPOBAast KAeTYaTKa, OpraH 3peHust — IIo-
parkatorca KpariHe pepako [10]. B cayuae, ecau mpoande-
patus B-kaoHa u aeniosutiust MWD orpaHryeHbl OAHUM
opraHoM, 0oae3Hb 0TAOKeHUa MU nMeeT AOKaABHYIO
dopmy. Hanbonree 4acTelii BApUAHT MOHOKAOHAABHOM
raMMaInaTHN ITOAPa3yMeBaeT UHTPAMEAYAANSIPHYTO AM-
dompoandeparyro u nupkyaaio MUI B kpoBoToke. B
9TOM CAydYae 3a00AeBaHMe HOCUT CHCTEMHBIN XapaKTep
B BUAE MyABTHOPTaHHOT'O TIOPaykKeHMs AW U30AMPOBaH-
HOT'O BOBAEUYEHUS opraHa [8].

Tabauma 1
MexaHu3MbI 1 KAUHHYECKHE IIPOSIBA€HNS SKCTPapeHaABHOM 00A€3HH OTAOKEeHUSI MOHOKAOHAABHOTO UMMYHOTAOOYAHHA
Table 1
Mechanisms and clinical manifestations of extrarenal monoclonal deposition disease
Opran | [Ipeobaapatomniuii | MecTa peno3unmu CTpyKTypHBIE U3MeHEeHNA opraHa | Kannuueckue
T MUT IIPOSIBACHUS
Cepane | x; WuTtepcrunuit Muokapaa | Arpodusi, HoBpekaeHue CHUHADPOM HOpa>keHUs
IgG/ A KapAUOMUOILIUTOB MBIIIIIIBI CEPALLA
Dubpo3 Muoxappa
IMTewens |k IMepucunycouparbHOE Atpocus u/mAm IOBpeRAEHUE T'enmaTomeraaus
TIPOCTPAHCTBO TenaToIINTOB U KAETOK JKeAUHBIX XoaecTas
CrHyconparbHOE IIPOTOKOB Llutoans
TIPOCTPAHCTBO ®Oubpo3 mapeHXUMEBL [MeueHouHas
HEeAOCTaTOYHOCTD
CTeHKa COCyAOB [NoBHIIIeHNe Pe3UCTUBHOCTU COCYAOB | [TopTarbHasi TUIIepTeH3Hs
TIOPTAABHOU CUCTEMBI
CTeHKa [Te4eHOUYHOU MiieMust )KeAYHOTO IPOTOKA XonaecTas
apTepuu MiieMuuecKnui XOAQHTUT JKeaTyxa
LHHC Paznble CTeHKa COCyAOB MimeMuyeckue u3MeHeHUS Inzodpenus
TOAOBHOTO MO3Ta
Benoe BeliecTBO Atpocus Femunapesst
TOAOBHOTO MO3Ta 'unoscre3us
Cyaoporu
MHC IgM/ « OHAOHEBPUU Atpodus IIBaHHOBCKUX KAETOK TToauHneliponaTus
IgG/ A Hapymrenune remaTo-HEBPAALHOTO ABTOHOMHaST HEUPOTIATUSI
Oapnepa
JKKT K CoOcTBeHHad NAACTUHKA | Opo3un B3K-1mopoOHEBEIE CUMIITOMBI
CAM3UCTOU JKeAyAKA 1 W3bsa3BreHus Manababcopbiius
KUIIeYHUKA Hapy1enue iearocTHOCTH 6apbepa OHTepomaTHs C IoTepen
CAU3UCTOM KUIIEUYHUKA OeAka
Otrexku
Aerkue | IgM/ « AnbBeoAsipHast 6a3anbHas | [TapeHXWMaTO3HBIE KUCTEI [Mporpeccupyroias
K MeMOpaHa Pa3AMYHOrO pa3Mepa ABbIXaTeAbHast
HEeAOCTaTOYHOCTD
CrioHTaHHBIE
MTHEeBMOTOPAKCHI
CreHKa MeAKHX OpoHX0B | OOCTPYKIIHUSA MEAKUX OPOHXOB OApBIIIIKa
BpoHx03KTa3el Kaieas ¢ MOKpOTOM
Penuausupyromue
OPOHXUTLI ¥ THEBMOHUH
CTeHKa COCyAOB A€TKUX | AeCTPyKIUsS COCYAOB KposoxapkaHbe
[NoBHhIIIeHNe PE3UCTUBHOCTU COCYAOB | /\erouHas TUIepPTeH3Us
[TpaBoskeAypAOUKOBas
cepAedHast
HEeAOCTaTOYHOCTh
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ITpumeyanue: B3K — BocnaauteabHBIe 3a00AeBaHus KullleuHuKa; JKKT — KeAypAOUHO-KHUIIEUHBIN TPAKT;
MMUI" — MOHOKAOHAABHBIM UMMYHOTAOOYAUH; [THC — nepudepuyeckaa HepBHag cucteMa; LIHC, neHTpasbHag

HepBHas cucrema.

2.1. Cepane. Axkkymyasanug ALl B uHTepcTHIUMA
MHOKapAa B BHAE aMOP(@HBIX HEOPraHU30BAHHBIX
AETIO3UTOB IIPUBOAUT K IIOBPEKACHHIO KapANOMMO-
UTOB U hOpMUPOBaHUIO (prubpo3a Muokapaa [14, 17].
BoBaeuenue cepatia npu cucreMHoun gopme BOALL
BCcTpedaeTcsa HepeAKO [10] © MOJKeT ABAITHCS AOMU-
HUPYIOIIUM B KAMHAYECKOM MaHudecTanuu [17], kak
U IIPU HEKOTOPBIX cAaydasax AL-ammuaoupo3sa [20]. Ta-
>KeCTb KappuarbHOU popMel BOAL] MoKeT BapbUpO-
BaTh, HO B IIeAOM 3a00AEeBaHMe ITPOTEKAET Aerde Ipu
CpaBHEHMU C aMUAOUAHOM Kappauomuonaruett [10, 21].
[To A@HHBEIM OAHOTO HambOOAEe KPYITHOTO MCCAEAOBA-
HUS, BKATOUUBIIEero 20 MophoAOruYeCcK BepUPUIIU-
POBaHHBIX CAydaeB KappuaabHOU BOALL, Hauboaee
YacTble KAWHWYECKHe IIPOSIBACHUS — apTepuaAbHast
TUNepTeH3usd, (PUOPUAANUSA PEACEPAUN, CEepAELU-
Hasi HeAOCTATOYHOCTH [21]. Be3ycAoBHO, TPYAHOCTB
AVArHOCTUKU KapAUAABHOM (DOPMBI 3aKAIOYAETCS B
BEePOATHBIX MHBIX IPUYMHAX opa>keHus cepana. Ha-
IpUMep, TUIEePTPOUST MUOKAPAA U AUACTOANIECKAST
AUC(HYHKIIMI A€BOTO JKEAYAOUYKA MOTYT OBITH paclie-
HEHBI KaK CAEACTBUS apTEePUAAbHOM TUIIEPTEH3UH, B
TOM YHCA€ ITI0YEeYHOTO reHe3a y HalyeHTa ¢ Ipeobaa-
parorieri peHaabHOM BOALL BoBAeueHUMe cepalla Tpu
BOALI 1103BOASIOT 3aII0OAO3PUTh COHOTpapuIecKue
¥ DAEKTPOKapAUOrpapuyecKre CUMITOMBI MHPUAD-
TPaTUBHOM KapauomuonaTrun 14, 17, 22]. [Tocaeprue
BKAIOYAIOT MUKPOBOABTa’K KOMIIAEKCOB U IICEBAO3Y-
Oer Q. I'Tpu s3xoKappuorpaduu BEIIBAIIOT YTOAIILE-
HIEe MUOKAPAQ, AMACTOAMIECKYIO AUCHYHKITUIO, 9aCTO
110 TUITy OCAO’KEHHOI'O PEMOAEAWPOBaHMS, KaK Ipu
aMHuAOMAHOU KappuoMuonaTtuu [20]. B To ke BpeM4,
HEKOTOPBIE aBTOPHI OINUCHIBAIOT OTCYTCTBHE TAKOT'O
TUIITYHOTO AAST @MHUAOHA03a CEPAIla 9XOKapAUOTpa-
(pMIEeCKOTO CUMIITOMA, KaK 3€PHUCTHIE BKAIOUEHUS
B MUOKApAe C OTHOCHUTEABHOM HEBOBAEUYEHHOCTHIO
BEPXYIIKU A€BOTO XeAypAouKa [17]. Toasko y TpeTn
nanuenToB ¢ BOALL npu coxpaHHOU (ppakiuu BbI-
Opoca OTMeualOT CHU’KEHHE TAOOAABHOM IIPOAOAB-
HOU AehOpMAIINU A€BOTO JKeAaypouKka [21]. TTpu saTom
MarHUTHO-PEe30HaHCHAas ToMorpadus MUOKapAa Ae-
MOHCTPHUPYET B IIeAOM cxoxXue ¢ AL-amMmaonpo3om
pe3yAbTaThl B BUAE YBEAMUYEHWSI BpEMEHU peAaKkca-
num Muokapaa npu T1-kaprtuposanuu [17]. Moaeky-
ASIpPHBIE MapKepbl, XapaKTepu3yollye mopa’keHne
MUOKapAa — TPOHOHUHBI M N-KOHII€BOU IIPOIIETITHA,
HaTpuyperudeckoro ropmoHa — npu BOAL] takxe
3aKOHOMEPHO MOBBIIIAIOTCA. TaKUM 00pa3oM, BEpH-
durkanusg MUI-onocpepAOBaHHOTO MOPAKeHUA Cep-
Alla 1 AuppepeHInaAbHBIN ANarHo3 Mexxay AL-amu-
Aroupo30M u BOAL] BO3MOKHBEI TOABKO C TTOMOIITBIO
MOP(OAOTUUECKOTO HMCCAEAOBAHUSA MHOKapaa [21,
22]. INporros npu kappunasbHOU BOALL 3aBUCUT OT
CTeleHU opa>keHus opraHa [21]. BoBaedueHnue cepalia
aCCOIUMPOBAHO C XYAIIMM IIPOTHO30M Y ITaI[MEeHTOB

C MHO>XeCTBEHHOU MHeAOMOU 1 peHarbHOU BOALI,
a Takke C OoAee BBICOKMM PUCKOM CMEPTH IIOCAE
ayTOAOTHYHOM TPAHCIIAAHTAIIUM TEMOITO3TUUYECKUX
CTBOAOBEIX KAeTOK KpoBH (ayToTI'CK) [23].

2.2. Ileuens. [Tpu BOALIl HeopraHM30BaHHBIE Ae-
MIO3UTHI MOTYT OTKAGABIBATHCA AU(DPDY3HO B IEPUCH-
HYCOHMAAQABHOM U CMHYCOHWAAABHOM IIPOCTPAHCTBAX,
B CTEHKaX COCYAOB CHUCTEMBI BOPOTHOW BeHHI U IIe-
YEeHOYHOM apTepHH, UYTO OIIPEAEAseT KAMHWYECKUe
nposiBAeHUs (TabA. 1) [16, 24]. Hauboaee yacTbiMu
SIBASIFOTCST CAEAYIOIITHE: TellaTOMeraAns, MopTaAbHast
TUTIEPTEH3Hs, aCIIUT, MHTPAIeYeHOYHBIN XOAeCTa3 U
JKEATyXa, IedeHOYHass HeAOCTaTOUYHOCTh. LluToAnTn-
YeCKUM CHHAPOM MeHee XapaKTepeH [25], BUAUMO, B
CB43M C IpeoOAapaHueM Ipo(puOPOTUIECKUX U3Me-
HEHUM B IIapeHXMMe ITeYeHU Hap BOCIAAUTEABHBIMU
[10, 26]. ABe AeKaAbl Ha3aA, AO BHEAPEHMS B KAMHU-
YeCKYIO IPaKTUKy MHTUONUTOPOB IIPOTEACOM ¥ UMMY-
HOMOAYASITOPOB, BBIXKUBAEMOCTD ITAITMEHTOB C BOBAE-
4YeHUeM I[Ie4eHHU COCTaBASIAA OKOAO 14 MecsIleB, a Ipu
WHTPAINIeYeHOUHOM XOAECTa3e CyIleCTBEHHO MeHbIIe
[11]. CoBpeMeHHEBIe ONIIUHU, AOCTYITHBIE AN A€UEHUS
MOHOKAOHAABHOU TaMMallaTHUH, CYIIeCTBEHHO YAYY-
IITUAM BBIKMBAEMOCTDb TaKUX ITAITUeHTOB [25, 20].

2.3. HepHas cucrema. Boaeuenue [THC — opHO
u3 HauboAee yacTeIX nposgsaeHut MI'K3 [3, 4, 8],
ocobeHHO 1pu IgM-acconuupoBaHHOM NOPA’KEHNH.
OpHAKO NAaTO(PU3NOAOTHUECKUE ITYTH BO3AENCTBUSA
Ha HEPBHYIO TKaHb AAAE€KO He BCErAa OOYCAOBAEHEI
UMEHHO akkymyasanuent ALl a peaan3yroTcsa HMHBIMU
MexaHusMamu [3, 28, 27]. U3BeCTHO, YTO AO3UITUSI
aMUAOUAHBIX (DUOPUAA B DHAOHEBPUM, B TAQHTAMSIX
AOPCAABHBIX KOPEIIKOB W CUMIATHYECKUX TaHTAU-
SIX TPUBOAUT K TIOBPEKAEHUIO IlepudepudaecKux
HEPBHBIX BOAOKH, TOAMHENPONATUH, BereTaTUuBHOU
HepocTaTOYHOCTH [29]. Mopdororuuecku Bepudu-
IIUPOBAHHBIE CAyYau akKyMyAaun ALl He B BUAe aMu-
AOVAQ, @ HEOPTaHW30BAHHBIX AETIO3UTOB, OIHCAHBI
Ype3BBIYaHO CKYAHO U BPSIA AU BKAIOUAIOT AECSITOK
nyoaukanuit [30 — 33]. I1pu stom npu BOAL] wacTo-
Ta MOAWHEWPOINATHuH, YCTAHOBAEHHON KAMHUYECKU
U DAEKTPOMUOTPAPUIECKY, CYIIECTBEHHO BEHINIE U
procturaeT 10%.

BOALI, orpann4yeHHasa NOpa>keHUEeM IIeHTPAABHOMN
"HepsHOM cucteMbl (LUHC), sBAsieTCa KpaliHe peAKUM
BapuanToM MUTI-acconuupoBaHHOTO 3a00AE€BaHUSA
[34, 35]. B oprOoM cayuae BOALL ¢ nopa’keHueM co-
cypoB LJHC Oblra AMAQrHOCTHPOBAHA IOCMEPTHO Y
MOAOAOTO TAITMEeHTa, AAUTEABHOE BpeMsl AeuuBIIIe-
rocs or muzodpeHuu [34]. B Apyrom caydae akky-
myaqanusg ALl B 6eaoM BelllecTBe MaHU(ECTHPOBAAA
B BUAE reMuTiapesa 1 TUI03CTe3MU U ObIAA BHISIBAEHA
C TIOMOIIBIO TPUKU3HEHHOTO TUCTOAOTHYECKOTO HC-
CAeAOBaHMA BellleCcTBa FTOAOBHOrO Moara [35]. ITomumo
Aento3uToB ALl B 6enoM BelllecTBe ObIAM OOHAPY KEHEI

NEW ST. PETERSBURG
MEDICAL RECORDS

34

Ne 3 [103 | 2024 |31-40

HOBBIE CAHKT-TIETEPBYPI'CKHME
BPAYEBHBIE BEAOMOCTHU



OB30PbI AMUTEPATVYPEI
LITERATURE REVIEWS

Extrarenal monoclonal immunoglobulin deposition disease: mechanisms,

clinical presentation, diagnostics and treatment approaches

UH(PUABTPATHI KAOHA B-KAETOUYHOU AMHUY, KOTOPHIE U
OBIAU UCTOYHUKOM ITpoaykiuu MUI'. Takoi BapuaHT
paccMaTpuBaeTCs Kak AUM@PONPOoAn(EePaTUBHOE 3a-
ooaeBanue LIHC u rokanbHas popma BOALIL

F'oBops o nopakenuu LITHC, caepyeT ynoMaAHyTh
TaK’)Ke APyror BapuaHT AOKaabHOU BOALL — «arpero-
My». IToa 3TUM TEpMUHOM IIOAPa3yMeBaloT HaKOIIAe-
"ue ALl B OoablLIOM 0OBEME B KAKOM-AMOO OpraHe B
BUAE TYMOPOIIOAOOHOU CyOCTAHIIUH (IIO TUITY @MUAAOU-
AOMBL, HO 0€3 KOHT'O-POT IIO3UTUBHOCTH). «Arperoma»
MIPEACTaBASIET COOOM OUeHb PEAKOE COCTOSTHUE C Hau-
OoAee YaCTBIM BOBAEUEHUEM T'OAOBHOTO U CIIMHHOTO
Mo3ra [36 —38].

2.4. )KKT — oueHb pepKasi AOKaAU3ALUS AN Hea-
MUAOUAHOU (popMel Aentozuniiy MU, Onmcanbl AUIIb
HECKOABKO ITOATBEPIKAEHHBIX MOP(OAOTUYECKHU CAY-
4JaeB [39], XOTs KAMHUYEeCKNe CUMIITOMBI HaOAIOAQTOT-
cs cymiecTBeHHO 4atte [10]. ALl akkyMyAupytoTcs B
COOCTBEHHOU IIAACTUKE CAU3UCTOM JKEAYAKA 1 CTEHKE
COCYAOB, @ KAMHUYECKAas TPe3eHTallus IIPEACTaBASIET
co0O¥ CHUMIITOMBI, XapaKTepHBIE AASI BOCHAAUTEAb-
HOTO 3a00AeBaHUSI KUIIEUHNKA UAU DHTEPOIIATHU C
norepel 6eaka. Haznauenne KCT npu mopdoaoru-
4eCKU Bepu(puupoBaHHOU UHTeCTUHAABHOM BOAL]
IIPUBOAUT K CYIIIECTBEHHOMY YAYUIIEHUIO COCTOSTHUS
manueHTa [39].

2.5. Aerkue. HecMOTpsA Ha HU3KYIO 4acCTOTy BO-
BA€UEeHUs AeTKux npu cuctemuo BOALL [10, 11],
IIyAbMOHaAbHas (popMa, B TOM YHCAE B BUAE AOKAAD-
HOTO MHTPAIyAbBMOHAABHOTO BapraHTa 3a00AeBaHNs,
OIMCaHa CyUIeCTBEHHO oOmupHee. Tak, B KauecTBe
OAHOU U3 IIPUYMH IPOTPECCUPYIOIEN ABIXaTeABHON
HEAOCTATOYHOCTM HEAABHO IIPeACTaBA€HA Cepust
HaOAIOAEHUM, BKAOYaromas 31 MopgoaorHYecKu
IIOATBEP KAEHHBIN CAy4Yal mopaskeHus aerkux [40].
BOAL] B Aerkux MO>KeT IPOTEKAaThb B AByX hopMax —
HOAYASIpHOM U A y3HOM 1 nx coueTanuu [41]. [Tpu
IIepBOM BapUaHTe IIPOUCXOAUT akKymyaanusa ALl B
BUAE Y3€AKOB [42]. Y3eAKH  MOr'yT ObITh MHOKECTBEH-
HBIE, COAUAHBIE U CYOCOAUAHEIE, AO 3 CM B AMAMETpe.
HMHTepecHO, 4TO HOAYASIPHas GopMa IIyABMOHAABHOM
BOALI uaiie acconmupoBaHa ¢ CUMIITOMAaTUYECKOU
MIAA@3MaKAETOYHOU AUCKPAa3ueu UAU AMMGOMOU, UeM
AnddysHas popma [43]. B orHOIIEHNN ITpOrpeccu-
POBAHUA NeTOYHOU AUCHYHKINU HOAYAAPHASA POpP-
Ma CyIIleCTBEHHO OAaronpusTHee, HO IIPOrHO3 MOJKET
OIIPEAEAITBCSI 3A0KaUeCTBEHHBIM TeueHHeM CcaMOoM
MOHOKAOHAABHOM raMMallaThH.

IMTpu puddysnon dopme nyabmoHarbHOU BOAL]L
B pe3yAbTaTe AENO3UIMU aMOP(HBIX MacC BAOAb
0a3aAnbHOM MeMOpaHBI AABBEOA MATPUKCHBIE MEeTaA-
AOIIPOTEUHAa3bl Pa3pylIaloT 3AaCTUYHBIE BOAOKHA
AETOYHOU TKAaHU, YTO IIPUBOAUT K (POPMUPOBAHUIO
MapeHxXUMaTO3HbIX KUCT [40]. B 6poHXUAABHOM Ae-
peBe penosuniua MU npuBopuT K OPOHXOAMAAQTA-
UK 1 00pa3oBaHUIO OPOHXO0IKTA30B. HacTo 60AEIOT
MOAOABIe >KeHIIUHEL [40, 41], Hepeapko 3aboneBaHUe
acconmupoBaHo ¢ cuHApomoM Lllerpena [41]. Aud-
dysnaa popma BOALI, kKak IpaBUAO, XapaKTepU3y-

eTCsI KpaliHe HeOAAroIIpUaTHBIM IIPOrHO30M UMEHHO
B OTHOIIIEHUHU IIPOI'PECCUPOBAHUS ABIXaTeABHON He-
poctaTouHocTH [40, 41]. BoBaeueHMs cepalia U TOYEK
IIPAKTUYECKU He ObIBAET. BBIAO YCTAHOBAEHO, UTO I10-
AOOHBIN OPTaHHBIM TPONIM3M OOYCAOBAEH OCOOOM MY-
Taruey B KoHcTaHTHOM pernoHe ALl [40, 45]. Apyras
0CcO00eHHOCTb AUMPY3HOU (POPMBL B TOM, UTO BEIABUTH
MMUTI" 1 ycTaHOBUTH AMArHO3 MOHOKAOHAABHOM TaM-
MaIlaTHUU YAQETCS AAAEKO He BO BCceX cAaydasix [40, 45].
HekoTopbie aBTOPHI IIPEATIOAATAIOT, YTO KAOH B-KaeT-
KU MOJKeT AOKaAM30BaThCS HEIIOCPEACTBEHHO B AeT0U-
HOU TKaHU B paMKax IIepBUYHOTr0 AUM@onporudepa-
TUBHOI'O 3a00A€BaHUS. DTO IIPEAIOAOKEHNE HAXOAUT
CBOe€ ITIOATBEPIKAEHUE, IOCKOABKY ITOCAE TPAHCIIAAH-
TallUM AETKHUX y IalJMeHTOB OTCYTCTBOBaA PEIIUAUB
BOALI, a B 9KCIIAQHTUPOBAHHOM OPIaHE BBISIBASIAU
B-aumdomuble nHPUABTPATH [45]. TakuM oOpaszomM,
auddysHaga popma nyapMoHarbHOM BOALL Hepeako
SABASIETCS AOKAABHBIM BAPUAHTOM 3a00AeBaHUsd. TeM
He MeHee, IPOrHo3 paxke Ha poHe KCT kpaline He-
OAQroNpUATHBIN U METOAOM BBIOOPA YaCTO SABASIETCS
TpaHCIAaHTaIMg Aerkux [40, 44, 45].

B cBs13u ¢ mopa’keHHeM KaK IapeHXUMbBl AeTKHUX,
TaK ¥ OPOHXMAABHOTO AePeBa, KAMHUYEeCKHe CUMIITO-
MBI YKAGABIBAIOTCSI B COOTBETCTBYIOIINE AETOUHBIE
CHUHAPOMEI (Taba. 1). OyHKIMOHAABHBIE TECTHI BHI-
ABASIOT OOCTPYKIJUIO MEAKUX OPOHXOB U CHUJKEHUE
AUDPY3HOU CIIOCOOHOCTU AETKUX IO MOHOOKCHUAY
YTAEPOAA y OOABIIIEN AOAM ITAIIUEHTOB C AUDPY3HOU
dopmoti 3a6oreBanus [41]. KoMmobioTepHas ToMorpa-
Ui AEMOHCTPHUPYET MHOKECTBEHHbBIE TOHKOCTEHHbIE
KMCTBI Pa3HbIX Pa3MepoB (OIIUCAHBLI AO 7 CM) B OCHOB-
HOM B 0a3anbHBIX OTAeAaxX AerKux [40, 44]. ABTOpPEI
IIOAYEPKUBAIOT Ba’)KHOCTD BBIITIOAHEHUS MOP(OAOTH-
YeCKOT'O UCCAEAOBAHMS AeTOYHOM TKaHM Ipu AU de-
PEHLIVAaABHOM AMATHOCTUKE KUCTO3HOI'O 3a00AEBAHUS
Aerkux [40]. Tak, y mariueHTOB A0 MOP(POAOTUYECKOM
BepUPUKALUUA HEPEAKO (DUTYPUPOBAAU TAKHE AUAT-
HO3BI, KaK «HeKAaaccupunupyemas pAuddysHas Ku-
CcTO3Hasi OOAE3Hb AETKUX», «HAUOTATHYEeCKas AU@-
dy3Hasg OPOHXOIKTaTUYECKasd OOAE3HBY, «QTUIIUYHAA
smduszemar. ApyruM BapUaHTOM IIOPakeHUSI AeTKUX
ABASIeTCSA aKKyMyAdanusa ALl B cTeHKax COCyAOB C pas-
BUTHEM «IIEPBUYHON» AETOYHOM TUIIepTeH3UN [46].

2.6. Koyxa. Ko)xHbIe IPOSABAEHUS, ACCOLUMUPOBAH-
Hble ¢ MUT', 00yCAOBAEHBI pa3HBIMU MEXaHU3MaMU U
KpakHe pa3HOOOpa3Hbl, BKAIOYA U JKU3HEYIPOKAI0-
e 6yanesHble opMmel |3, 4, 47, 48]. ITpu atom BOALIL
C Mopa’keHueM KOKY, HallpuMep, B BUAE ITOAKOKHBIX
Y3eAKOB, BCTpeuatoTcs peske [49 —51]. B Koke aero-
3uThl ALl MOTYT 3allyCKaTh APyTHe MeXaHU3MBI II0Pa-
>KeHUs OpraHa, HallpuMep, BACKYAUT MEAKHX COCYAOB
[50]. IlaTepecHO, 4TO TOpaskeHne KOKHU OIMMCaHO TP
TAKOM PEAKOM BapuaHTe 3a00AeBaHusd, KaK OOAEe3Hb
otroxkeHus TLI. Tak, Aemo3uTbl MOHOKAOHAABHBIX
TLL B pepMe IPUBOAAT K MECTHOW aKTUBAIIUU KOM-
IIAeMeHTa, IPOAYKIIMU 3AACTa3bl M yTpaTe KoXKeH
CBOEU HAACTUYHOCTU — BO3HUKAET IPUOOPETEHHBIU
aaacroamsuc (cutis laxa) [52].

HOBBIE CAHKT-TIETEPBYPI'CKHME
BPAYEBHBIE BEAOMOCTU

Ne 3 [103 | 2024 |31-40

NEW ST. PETERSBURG 35
MEDICAL RECORDS



SKCTpapeHaJ\bHBIe (bOpMI)I 6OAE3HU OTAOKEHHUS MOHOKAOHAABHOTO
I/IMMyHOI‘A06yA_I/IHai MeXaHH3Mbl, KAMHUYEeCKasd IIpe3eHTalsd, AMAarHoCTHUKA, Ae4eHurue

OB30PbI AMUTEPATYPBI
LITERATURE REVIEWS

IToAXOABI K AMArHOCTUKe (pucC. 1) BKAIOYAIOT
1) mouck MUI' u kAoOHaA B-KAeTOUHOU AMHUU, TO
€CTh MOHOKAOHAABHOU raMMalaTuu; 2) TiCTOAOTH-
yecKylo Bepudukamnuio pAenosuros MUTI [2, 6, 8].
BoigBaenme ALL/TL] B TKaHU MOApa3yMeBaeT pas-
AUYHBIE METOABI MMMYHOMOP(HOAOTUIECKOI'O BCCAE-
poBaHU4 [8]. B 6uonTaTe AOAKHA OBITH BHIIBAEHA
ToABKO opHa ALl mpu BOALL: Aaubo «, aubo A; npu
6oae3Hu oTaokeHUs TL — TL] ToAbKO OAHOTO TUTIA.
BrisgBAaeHMe OAHOM M TOM Ke eIl B TKaHU U B BUAE
MMWTI B KpoBH U/UAM MOUe IAllMeHTa IPpU UMMYH-
HOM dAeKTpodopese T03BOAAEeT OOOCHOBAHHO I'OBO-
PUTH O HAAWUMU NATOTeHETUUYECKOU CBS3U MEXAY
MWI' u nopa>keHueM opraHa U AMarHOCTUPOBATH
MI'K3 [3—6]. Apyrum MmeToAOM BhIssBAeHUST MUT B
CTPYKTypax opraHa siBASIETCSI MacC-CIIEKTPOMEeTPUs

IIoApa3yMeBaeT IIpUMeHeHHe MOAUXUMHOTepalny,
HalpaBA€HHOU Ha SAWMHUHAINIO BBIIBAEHHOTO KAO-
Ha. B 3aBUCHMOCTH OT IPUPOABI KAOHA (IAA3MOILIU-
TapPHBIN, AUMQOIIAA3ZMOIIUTAPHBIN, AUM(POLUTAPHBIN)
OHA BKAIOYAET: UTOCTATUKHU (LUKAO(DochamMup, OeH-
AAMYCTHH, MeA(araH U Ap.), KODTUKOCTEPOUAEI (AEK-
caMeTa30H, IIPEAHU30A0H), THT'HOUTOPEL IPOTEACOM
(6opTe3oMud, KapHUA30MHUD, AP.), MOHOKAOHAABHELE
QHTUTeAA (PUTYKCHUMaO, papaTyMymao, Ap.), ATHIHOU-
TOPBEl TUPO3WMHKWHA3bl BpyTroHa (MOpyTHHUO), HUM-
MYHOMOAYASTOPEL  (A€HAAUAOMHA, IIOMaAUAOMUA,
Ap.). IlepeueHb XUMUOIIpEIIapaTOB U METOAOB AAS
A€YeHMsT MOHOKAOHAABHBIX FaMMallaTUM IIOCTOSTHHO
pacimupsiercs [53]. Bcaea 3a MHOKeCTBEHHOM MUEAO-
MO, BEICOKOAO3HYIO TIOAUXHUMHUOTEPAIIUIO C [IOCAECAY-
roment ayroTT'CK Tak>ke NPUMEHAIOT IIPU AeYEeHUN

{ CumnTOoMbI BOBNIeYeHUa opraHa (tabn.1) J—‘

Moaospenme Ha nokanbHyio/
M30/1MpoBaHHy0 popmy 6onesHun
omnoxenna MAT

Mopdonoruueckoe uccneaosaxne
NOPaXKEHHOTO OpraHa

Mowck mapkepos
NOpaXxeHuA ApyIHX
opraros

) @

Mopdonoruyeckoe uccneposanue Haubonee
NOPAXKEHHOTO U AOCTYNHOTO ANA 6MONCUM OpraHa

[ Nopospenue Ha cucTemHyio

My/bTUOpPraKHyio dopmy Gonesin

]7

ortnoxenns MU

[Apnoauuuu MW B Buge

KOHIO-HeraTMBHbIX Macc

bonesHb

Know-cneuuduveckan repanus

Neuenne

Bbinsnenue Toro e MUF, yton s
TKaHW NOPAXEHHOTO OpraHa

MM (MrK3)

OprarnporexTBHan TepanwA u

KOPPEKLA OpFaHHO AMCHYHKLMA

AnarHocTMka MOHOK/IOHa/IbHOW rammanaTum

BbifAB/eHHe NapanpoTenHa
- IneKTpopopes CbIBOPOTKN/ MOUN
~UnmyHOGUKCALA M TNMpOBaHHe MUT

ChIBOPOTKM/MONM
- Onpepenenie cBOGOAHBIX MerkmX ueneii
- MeToab! Macc-cnekTpomeTpHh

BbiABAEHUe KNOHA
ACMpaumoHHan BMOMNCHUA/ TUCTONOTHA KOCTHOTO MO3ra
VIMMYHOGEHOTUNPOBAHMUE KOCTHOTO MO3ra U NepUdEPUNECKOl KPOBM
L " meToas!
KomnbioTepHas Tomorpadua

n

BuoncuA aumboyana

Puc. 1. AAropumm guarHocmuku 60Ae3HU OMAOKEHUS MOHOKAOHAABHOTO UMMYHOIA00YAUHA. MUT — MOHOKAOHAABHbIU
uMMyHOIA00yAUR; MI'K3 — MOHOKAOHGABHQS TAMMANAMUS KAUHUYECKOI'O 3HAUeHUs
Fig. 1. Diagnostic algorithm for monoclonal immunoglobulin deposition disease

o0Opa3sna TKaHU, IOAYYEeHHOTO C IIOMOIIBIO AA3€PHOU
MUKPOAWCCEKIINY, YTO 3aHUMaeT Bce O0Aee BaKHOe
MEeCTO B AMarHOCTHKe MOAOOHBIX 3a00AeBaHUN I,
6, 8, 40]. be3ycAoBHO, IPU HAAMYUN KAMHUYECKUX
CHUMIITOMOB IIOPa’kKeHNsI MHOTUX OPTaHOB OMOIICHS
BCEX UX MOJKET OKasaTbCsa M30bITOUHOU. Mopdo-
AOTMYECKUM aHaAU3 Hauboaee IIOPAKeHHOTO HUAU
HanboOAee AOCTYIIHOI'O AASL OMOIICHUY OpraHa I103B0-
ASIeT BBISIBUTH 00Ae3Hb oTAoKeHus MUT [10, 11]. C
APYT'O# CTOPOHEL, IPA U30AUPOBAHHOU AU AOKAAb-
HOU 3KcTpapeHarbHOM BOAL], Hanpumep, nipu Aud-
dy3HOM NyABMOHAABHOM (DOPMeE, TUCTOAOTUYECKUU
QHAAU3 ABASETCS €AUHCTBEHHBIM METOAOM Bepudu-
Kanus aAuartosa [40].

Aeuenne. CrpaTerus AedeHUsT OOAE3HU OTAOJKE-
aHusa MUI Bratogaet: 1) KCT; 2) opraHOIpPOTEKTUB-
HOe AeYeHUe U KOPPEKIUIO OPraHHOU AUCHYHKIUY;
3) TpaHCIIAGHTAIIMIO OpraHa B CAy4ae ero yTparsl [3,
4,6, 8, 10, 13, 14, 17, 21, 22, 25, 26, 32, 40, 41]. KCT

MTI'K3 [14, 41]. He uckato4eHO, YTO BCKOPE METOABI
KCT npu 6oaesnu otaoxeHus MUI OyaAyT BKAIOYATD
u texnororuu CAR-T (Chimeric Antigen Receptor T-
Cell, uAu T-KAETKH C XMMEPHBIM aHTUT'€HHBIM pellell-
TOPOM), KaK 3TO BBIIIOAHAETCS IIPU MHOKECTBEHHOMN
muenroMe [53]. TTpu MI'K3 otcyrerBre KCT 3auacTyio
YpeBaTo yTPaToy opraHa u rubeabio O0ABHOTO |3, 4,
6, 21]. I'lpu 3TOM AOCTU>REHHE TeMaTOAOTUUYECKOTO
OTBETA, TO €CTh HSAUMUHAIIUS KAOHA U KYIIHPOBaHUeE
IIPOAYKIIUY OpranTokcuunoro MUT, aBasgeTcsa Kpaey-
roAbHBIM KamMHeM Tepanuu MI'K3 [8, 21]. Tpancnaan-
Talusl opraHa 6e3 AOCTU>KEeHUSI TeMaTOAOTHUYEeCKOTo
OTBeTa YpeBaTa peluAUBOM 3a00AeBaHUS B aarorpad-
Te 1 paTaAbHBIM UCXOAOM [6, 8, 54].

3aKAOUYeHHe

boae3ns oThokenua MUIT He orpaHuduBaeTcd
TOABKO BOBA€UEHHEM IT0YEK, @ MOJKET IOPa’kaTh APY-
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rye OpraHbl U TKaHU AOKAABHO MAU CUCTEMHO, YTO Be-
AeT K IIPOTrPecCUPOBaHUIO AUCHYHKITUY OpraHa U ero
yTpare. KAMHUYeCKre CUMIITOMBI ITIOPa’KeHNsI OPTaHOB
npu BOALI He cnenudrunbl. AuarHocTrKa 3a00AeBa-
HUA TpeOyeT BBIIBACHUS MOHOKAOHAABHOU raMmara-
TUU U MOP(OAOTUUECKOU BepU(PUKALUYN ACTIO3UIIUN
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