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MOHOKIOHAIbHBIE UMMYHOIJIOOYJIMHBL, 4 UMEHHO UX
KOMIIOHEHTBI B BUJIE JIETKUX WJIU TSDKEJIBIX LIETICH, ABJIS-
I0TCS IPOAYKTOM (DYHKLIIMOHUPOBAHUS KJIOHA TIA3MATH-
YECKUX KIETOK U MEAUATOPAMU CHENU(PUUECKIX TKAHE-
BbIX U3MEHEHMH, HAOMIOJAEMBIX TP IUIA3MOLIUTAPHBIX
JUCKpa3usX. [laToreHHbit 3(PPeKT MOKET PEAIN30BbI-
BATbCs HECKOJIbKUMH Iy TSIMU: YBEIMUEHUEM KOHLICHTPA-
LU MOJIEKYT MOHOKIOHAJbHOIO UMMYHOIJIOOY/IMHA,
U3MEHEHHEM UX (PU3UKO-XUMHUUECKUX CBOMCTB UJIH KE
COUETAHUEM ITUX (PAKTOPOB OJHOBPEMEHHO. TepMuHOM
«IIA3MOLUTAPHASL AUCKPAZHUS> IPUHATO O0O3HAUATD
mo00€e HAPYIICHUE (PYHKIUHU TJIA3MATHYECKUX KIIETOK,
COIPOBOXKIAOUICECS, KAK IPABUIIO, IPOAYKIUEN aHO-
MaJIbHBIX 10 KOJTMUECTBY U KAUECTBY UMMYHOITIOOYJIMHOB
WJIA MX KOMIIOHCHTOB [3, 7]. I TAKOr'O IATOJIOTMYCCKO-
1o 0€J1IKa — MOHOKJIOHAJIbHOTO UMMYHOITIOOYJINHA — IIPH-
MEHSAETCSA TEPMUH «IIAPANPOTEUH»>. [lopakeHue TKaHu
HOUKH IPU IJIA3MOLUTAPHBIX JUCKPA3UAX UMEET HE-
CKOJIbKO (POPM: AMUJIOU/IHASL U HEAMIJIOUJHASL (POPMBI
OTJIOKEHUSI MOHOKJIIOHATIbHBIX UMMYHOIJIOOYJIMHOB U
Hedpomnatusa benc-/xonca.

AmunonsiHas (popMa OTIIOKEHHUSI MOHOKJIOHAJIbHBIX
UMMYHOIJIOOYJIMHOB — 3TO <«IEPBUYHBIN> AMUJIOUJO03,
i AL-ammnono3. HeamunongHas popma OTI0KEHUS
MOHOKJIOHAJIBHBIX UMMYHOINIOOYIMHOB O0OO3HAYAETCS
obmenpunaTon abopesuarypou MIDD (monoclonal im-
munoglobulin deposition disease). M3BecTHO, uTO nEpe-
YMCJICHHBIE BBILIE TPU BAPUAHTA HOPAKEHUS TKAHU 1OU-
KU IIPH ITA3MOLIUTAPHBIX JJUCKPAZUAX MOTYT PA3BUBATD-
€Sl KAK U30JJMPOBAHHO, TAK U B PA3JTMUHBIX COUETAHUSAX
(puc.) [5, 11, 21]. llo-BuguMOMy, UMEHHO (PUBUKO-XUMH-
YECKUE CBOVICTBA LIECTIEH UMMYHOITIOOYIMHOB ONIPEAEIIS-
10T (pOpMy nOpaxkeHus nouek [3, 7|. llpu nedgponarun
Benc-/I>xonca ierkue nenu CTaHoBATCA HEPACTBOPUMBbI-

MU B IIPOCBETE KAHAJIBLIEB, (POPMUPYS IUVIOTHBIE [IVINH/-
PBL OTa (POpMA ABIAETCS PE3YIBTATOM COUETAHUS (DYHK-
LUOHAJIBHON HATPY3KHU IIA3MATHUECKIX KIETOK U U3Me-
HEHHBIX (PUBUKO-XUMHUUECKUX CBOYICTB ATOJOIMUECKON
LEIIH UMMYHOIIOOV/IMHA U TPEOYET OJHOBPEMEHHO
OOJIBIIOTO KOJMYECTBA HAPANPOTEUHA U €TI0 TEHICHIIUN
K ATPEraluu IPH ONPEJEIEHHBIX TOKA3ATENSX KOHILIEHT-
panuu u pH B HEdpoHe uenoseka. Cieayer 0co00 OTME-
TUTb, UTO CBOVCTBO (POPMHUPOBATD ArPETATHL, BEPOATHEE
BCET'O, HE 3ABUCUT OT COCTABA IAPAIIPOTEUHA — OH MOXKET
OBbITb TPEJCTABJICH OIHON U3 JIETKUX 1I€TIE€H, OTHOM U3
TSLKEJIBIX 1ETICH, 4 TAKOKE COUCTAHUEM JIETKOU U TSHKEION
LENEeH UMMYHOITIOOYIMHOB [11, 21, 22, 27].

AL-aMuion103 Ha CBETOBOM YPOBHE XAPAKTEPUYET-
€1 IEHOHUPOBAHUEM BO BHEKJIETOUHOM MaTPUKCE U 0a-
3aJIbHBIX MEMOPAHAX TKAHU ITOUYKH KOHI'O-IIO3UTUBHO-
IO — FOMOI€HHOTO MAaTEPUaIA, 00NAZAIOMETO CBOU-
CTBOM JIBOMHOT'O JIy4ETIPEJOMJICHHS B IOIIPU3OBAHHOM
csere. Ha yIbTpacTpyKTYPHOM YPOBHE 3TOT IAPAIPOTE-
HUH UMEET 0COOYIO (PUOPUIUIAPHYIO CTPYKTYPY. B nojgas-
JITIOIIEM OOJIBIMMHCTBE TAKUX HAOTIOACHUM MATOJIOTH-
YECKUM OEJIKOBBIM KOMIIOHEHTOM SIBJIIETCS JIETKAS LIETIb
MMMYHOIIOOYyIMHOB lambda (A). Tem He meHee ObL1o
VCTAHOBJIEHO, UTO AMUJIOUJ], MOXKET OBITb TAKKE IPEJ-
CTABJICH TSDKEJION LIENIBbIO UMMYHOIJIOOYIMHOB JINOO CO-
YETAHUEM JIETKOU U TSKEJION 1ienei [3-5, 24].

MIDD na CBETOBOM YPOBHE XaPAKTCPU3YCTCA ACIIOHH -
POBAHUEM B 0A3A/IbHBIX MEMOPAHAX U BHEKIETOUHOM
MATPHUKCE TKAHU IIOYKA TOMOT€HHOI'O KOHI'O-HETATUBHO-
IO MaTepPUAIA (HAPATPOTEUHA), UMEIOLIETO MEJKO3EPHHU-
CTYIO VIBTPACTPYKTYPY. B cOCTaBe mapanpoTenHa B 3TUX
HA0IOJCHUAX NPEOOIATACT JICTKAS LIEIb UMMYHOITIOOY-
JHOB kappa (k). Pexe BCTpeuaeTcss COUETaHUE JIETKOH U
TSDKEJION LENEH UMMYHOIJIOOYJIMHOB, €HIE PEXKE — TOJb-
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KO TSDKEJIas Lielb, B 3TOM CBA3U pACCMATPUBAIOT CIIEYIO-
mye BapuaHTel MIDD: 1) OTHOXEHUE NETKAX IIENei
(LCDD - light chain deposition disease); 2) orioxeHue
Jerkux v Tsokeneix neneit (LHCDD —light and heavy chain
deposition disease) 1 3) OTIOKECHUE TKEIBIX 1IETEN
(HCDD - heavy chain deposition disease) [4, 7,9, 11, 27].

Jlerkue nenu uMMyHONIOOYIMHOB 1pu MIDD npea-
CTABJICHBI B COCTABE JICTIO3UTOB MAPAIPOTENHA 3HAUN-
TEJIbHO YalIE, YEM TSDKEJIBIE LIETU MO0 COUETAHUE JIET-
KUX Y TSDKCIBIX eI, [IepBOHAYAIbHOC IPEACTABICHUAC
O JIETKUX LIENAX UMMYHOIJIOOVJIMHOB KAK O €JUHCTBEH-
HBIX YUACTHUKAX IIPOLECCA ObUIO PACHIUPEHO B CBA3U C
HPU3HAHUEM JIBYX (DAKTOB. BO-1I€PBBIX, BLIPA0OTKA HEKO-
TOPBIX TSLKENBIX LEMEN C JENEIUEH JOMEHOB IPUBOUT
K PA3BUTUIO AMUJIOU/I03a C OTIIOKEHUEM TSDKEJIbIX LETIEN
WJIH COUCTAHHBIM OTJIOKEHUEM JIETKOU U TSLKEJION 1EIei
[4,5, 21]. BO-BTOPBIX, ObUIO YCTAHOBJIEHO, YTO COCTAB KOH-
IO-HETATUBHBIX (HEAMMJIOUHBIX) TKAHEBBIX JCIIO3UTOB
MOJKET OBITb IPEJCTABJIEH JIETKOM 1IETIbI0 UMMYHOTJIO0Y-
JITHOB, COUCTAHUEM JIETKOH M TSDKEION LIEIECH 1IN TOb-
KO TSDKEJION 1enbio [4, 5, 11,106, 21, 23, 24].

W3 ynomanyTeiX BblIC BapuanTos MIDD-Bapuant
LCDD ¢ymeCTBEHHO IPEOOIAAET 110 KONMUIECTBY HAOMIO-
JCHUM, IIPA 3TOM JIETKAS LENb Kappa OTKIAbIBACTCS B
TKAHSX B TPU-YETBIPE PA32 UaLlE, UeEM JIErKas Lemb lambda
[2,7,16,27,28]. LCDD Havam pacCMATPUBATH KAK CAMO-
cTosATENBbHYIO (POPMY MOpaKeHHs ouek B 1976 r. [lo-
3aHee ObUIM ONUCAHBI HAOIOACHUSA IBYX IPYTUX BAPUAH-
T10B MIDD — LHCDD 1 HCDD. Bce Tpu BapuanTa uMCIoT
AHAJIOTUYHYIO MOP(POJIOTUUECKYIO KAPTUHY, IIATOTCHES U
nporuo3s. IIpu MIDD 0CHOBHOM JIOKATM3ALUCH JCTIO3H-
TOB APANPOTEUHA B OUKAX ABJIOTCA 0A3IbHBIE MEM-
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OpaHbI KAHAJIBLEB U KAIIMJULIPOB KIYOOUKOB, B MEHBIIEN
CTENEHN — ME3AHTUAIbHBIA MATPUKC, OA3IbHBIE MEMO-
PAHBI [TIAAKOMBIIMICYHBIX KICTOK CTCHOK APTCPUN U MH-
tepcranmi [4, 7-12, 27, 29, 30].

AL-amunion/jo3 u MIDD, no-BuiuMomy, 60JIE€ 3aBUCH -
MBI OT OCOOEHHOCTEH CTPYKTYPBI 1I€1IEH UMMYHOIJIO0Y-
JMHOB, HEXENMU Hedponatus benc-/xonca, Hanbdonee
XAPAKTEPHAS /TSI MHOKECTBEHHOM MUEJIOMBL. JIET10 B TOM,
uyTO 1 AL-amunono3 u MIDD MOryT pasBuTbCs KaK IIpU
HUIMUNY, TAK U [IPU OTCYTCTBUN MHOXKECTBEHHOW MUE-
JOMBL [4, 5, 14, 21, 24, 27].

Ha ceropusimnui ieHb guarnoctuka MIDD Bo3MOx-
HA [IPU HOJHOLEHHOM MOP(POIOTHYECKOM UCCIEL0BA-
HUU HE(PPOOUOIICUU. B HEKOTOPBIX CJIYUASX TUCTOIOTH-
yeckue npusHakd MIDD MOryT ObITh BBISIBJICHBI YKE IIPU
CBCTOBOM MMKPOCKOIIMUYCCKOM UCCIeJoBanuu. Bmecre ¢
TEM JUATHO3 YCTAHABIMBACTCA TOJBKO C IIOMOILBIO UM-
MYHO(DIIOOPECIIEHTHOIO UCCIEJOBAHUSA C UCIIOIb30BA-
HUEM AHTHTEJ K JIETKUM LIEISIM UMMYHOTTIOOYJIMHOB kap-
pa u lambda, a TaxKe K TSHKEIbIM LENAM UMMYHOIJIO0Y-
JuHOB alfa (o), mu (W), gamma (y). DIEKTPOHHOE MUKPO-
CKOIIMUECKOE UCCIIEJOBAHUE HECET LIEHHYIO HH(OpMa-
U0 00 VABTPACTPYKTYPE AENO3UTOB [7, 9, 11, 18-20].
HzsectHo, uro MIDD nmeer obmume ueptsl ¢ AL-amuion-
JI030M, 4 UMEHHO: 004 IPOLECCA CONPOBOKIAIOTCA BHE-
KJICTOUHBIM OTJIOKCHHUCM NAPANPOTCHHA, IIPCACTABICH-
HOT'O AHOMAJIbHBIMU JIETKUMHU JIN0O TSDKEIBIMU LIEIAMU
UMMYHOIIOOYIMHOB. OHako npu MIDD genosuter na-
panpoTEnHA UMCIOT MEIKOIPAHYJIAPHYIO YIBTPACTPYKTY-
PV B OTIAYHE OT UX (PUOPHILUIAPHON YIBTPACTPYKTYPDI
npu AL-amunonziose. BummmMo, noaTtomy THHKTOPHUATIb-
HbIC TUCTOXMUMUYCCKUC CBOMCTBA JCIO3UTOB pu AL-
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amunonose 1 MIDD npuHIMOUANBHO OTIAYAIOTCS [3—
5,7,18-20, 23, 24, 31].

[Monbrtkn u3yunts narorenes MIDD na cerognsm-
HUI JICHb C(POKYCHPOBAHBI HA JIBYX HAIPABJICHUIX: HA
IPUYUHAX OTJIOKEHUA IAPATPOTENHA B TKAHSX U CTPYK-
TYPE€ 3TUX JENO3UTOB. HEKOTOPBIE NCCIEAOBAHUS, B
YACTHOCTHU JIETKUX LIETIEN, BBIIBUINM CTPYKTYPHBIE A4HO-
MaJIMHU, YACTUUHO OOBACHSIIOMME UX TEHAECHIUIO K JIe-
HOHUPOBAHUIO B 0a32/1bHBIX MeMOpaHax. MoOJEKyJIp-
HBIE U KOH(PUT'YPALTUOHHBIE HAPYIIECHUS B JIETKUX LIEIISX,
CIIOCOOCTBYIOIIUE OTJIOKEHUIO UX B OA3JIbHBIX MEMO-
PAHAX, 0 CUX NOP OCTAKTCS HEACHBIMU, HECMOTPSI HA
TO, UTO MHOTHE IPU3HAKHU U3YUEHBI — PA3MED, INTUKO3U-
JMPOBAHUE, MOJIEKYJISIDHBIN BEC U U303JIEKTPUUECKAS
TOUKA [4, 5, 21, 23, 24].

[Ipeacrasnaercs, 4To BO BCex Caydasax MIDD B kposu
JOJDKHBL IPUCYTCTBOBAT LIUPKYJIUPYIOIUE JIETKUE WU
TSDKEJIBIE L€ MOHOKJIOHAJbHBIX UMMYHOIJIOOYJIMHOB.
Tem HE MEHEE UX YPOBEHD B IJIA3ME KPOBU MOKET ObITh
HU3KUM JIL0O BOOOIIE HE OUPEACATCA. CPETU BO3ZMOK-
HBIX IPUUUH 3TOTO SIBJIEHUS PACCMATPUBAIOTCSI HECKOJIb-
KO: OBICTPOE AENOHUPOBAHUE NATOJOIMUECKON LIENIU B
TKAHSIX, HU3KUH YPOBEHD €€ CUHTE3A 100, HA000POT,
OBICTPBIN IPOLECC paspymenus [4, 5,11, 21, 23, 24]. B 30%
HAOMIO/IEHN T, I/I€ HE YIAIOCh OOHAPYKUTD IAPAIIPOTEUH
B IUIA3ME KPOBU U MOUE, TOJBKO OMOCUHTETUUECKHE UC-
CIEJOBAHUS ITA3MATUUECKUX KIETOK KOCTHOIO MO3Ia
HOMOIJIM HOATBEPAUTD BBIPAOOTKY MAPANPOTEUHA [3-5].

OO0mue KIMHUIECKUE 1 MOP(OJOTNUECKUE TPU3HA-
KU, PACIPEAEIEHHE JIETIO3UTOB B TKAHSX U PEAMIECTBEH-
HUKH [1APANPOTENHA HO3BOJISIOT IIPEAIONOKU T, 4TO AL-
amuou03 u MIDD umeroT o0muit natorexes. [lpu atom
OTCYTCTBUE OPTAHU30BAHHOM (PUOPUIUISIPHOM YIbTPaA-
CTPYKTYPbI ¥ P-komnonenTa ammionaa npu MIDD o3zna-
YAET, YTO CTPYKTYPHBIE PA3IUUHSA B IOXOXKUX, HO HE
UJIEHTUUHBIX O€JIKAX IPUBOJAT K PA3JIUUUAM U B UX TPE-
TUYHOH CTPYKTYpE [3-5, 23, 24]. Kpome Toro, hakropsl,
HPEIATCTBYIOMUE TPOXOAKACHHIO MTAPAIPOTEUHA YePe3
IJIOMEPYJISIPHBIA (DUIIBbTPYIOMIUKA OAPBED, TAKKE MOTYT
HPEAPACIONATaTh K OTIOKEHHIO €r0 B TKAHAX. B ciryua-
SIX, KOI/IA TATOJIOTUUECKUE JIETKUE LIEITU UMEIOT KPYIIHbIE
Pa3MepPBL, YPEIMEPHOE INTUKOZUWINPOBAHUE TIPUBOJUT K
(pOpMHUPOBAHUIO CTAOMJIBHBIX TOJIMMEPOB, HE FOTOBBIX
HPOUTH (PUIBTPYIOMMHA Oapbep. A B CJIydasx, KOI/a Jier-
KHE [EITH HOPMAUIbHBIX PA3MEPOB, 3AMEHA AMUHOKUCJIOT
B PA3JIMUHBIX YUACTKAX OEIKOBOM MOJIEKYJIBI OOpa3yeT
ruApo¢OOHBIE JOMEHBI, OJATOIPUATCTBYIOIINE arpera-
I[MHU JICTKUX LIETICH U UX OTIIOKEHUIO B TKAHAX [4, 5]. CBA3Db
MEXIY IPOAYKLIUEN MOHOKJIOHUIBHOT'O UMMYHOITIOOY/IH-
HA U €r0 TKAHEBbIMU JICO3UTAMHU OUEBU/IHA, HO IATOTE-
HETUUYECKAS POJIb MOJIEKYJISIPHBIX AHOMAJIMH B IPOLIECCE
(pOPMUPOBAHUS TKAHEBBIX OTIOKECHHUI OCTAETCA HEAC-
HOW. JIOCTOBEPHO ONPEAEICHO, UTO KPACYTOMBHBIM KaM-
HEM B 3TOM HPOLIECCE ABIACTCA UMEHHO KAUECTBO CAMUX
HATOJOTHYECKUX LIENIEH UMMYHOIJIOOYIIMHOB, HEXKEIN
KAKHE-IM00 AHOMAIMY BHEKJIETOUHOI'O MATPUKCA, CIO-
COOCTBYIOIIME UX OTIOKCHUIO [3-5, 7, 21, 23, 24].

MIDD - 3710 cCTEMHAA TATOIOT U A, CONPOBOXKIAIONIA-
ACSL OTJIOKEHUEM AHOMAJIBHON LIENH MOHOKJIOHAJBHOTO
UMMYHOIJIOOY/IMHA B 0a3aJIbHBIX MEMOPAHAX C HPEUMY-
IIECTBEHHBIM HOPAKEHUEM TKAHU OUEK. Ha BTopoM me-
CTE 10 CTEHEHHU YA3BUMOCTH HAXOAATCS CEPJLIE U IEUCHD.
I1o 31O NPUUMHE, KAK IPABUIIO, JOMUHUPYCT KIMHAUCC-

O6sops 1 nexumu

Kasl KAPTUHA, CBSI3AHHAS C IIOPAKEHUEM HOUEK. [Iporen-
HYPUSI IPEJCTABICHA B IIOJABISIOMEM OOJBIIMHCTBE Ha-
OJIIOJICHUH — HECEJIEKTUBHAA, JOCTUTAET YPOBHS HEPPO-
TUYCCKOTO CUHAPOMA B 25—50% ciyuaces. Jlerkue nenu s
MOUE OIPEJEAIOTCA, HO COCTABIAIOT HE Ooiee 15% Oen-
Ka B Moue. [loueuHas HeJOCTATOUHOCTD TAKKE HAOIO/IA-
etcs 0osee ueM y 80% MALUEHTOB, U XAPAKTEPHBIM SIBJISI-
€T1Cs1 OBICTPOE CHIKEHUE (PyHKUIMM 1Iouek [4, 7, 8, 11, 12,
16, 17, 23, 26, 27, 29, 30).

Kapauonornueckue npossieHus upu MIDD Obliu
ONMCAHBL bosiee ueM B 80% cinyuaes. [10CKONbKy MHOTHE
HALMEHTBl HAXOAUIUCH B BO3PACTE, OTHOCSILEM UX K
IPVIIIE PUCKA 11O APYTUM (POPMAM CEPAEUYHON HATONO-
U, TO HEACHO, KAKYIO JIOJII0 3TUX HAOIIOJCHU JOCTO-
BEPHO MOXKHO OTHECTH K KapAuaabHOU (popme MIDD.
Jlerkas pucdyHkuus neuenu npu MIDD serpeuaercs or-
HOCHTENIBHO 4aCTO. KaK IPAaBUIIO, OHA 3AKIIOUAETCS B HE-
3HAYUTEIBHOM IOBBIIEHUN AKTUBHOCTH TPAHCAMUHA3.
B 1O %€ BpeMs OIIMCAHBI HECKOJIBKO CJIYUAEB C TEMATOME-
T'AJIACH, IIOPTAILHONU TUIICPTCH3UECH U ICYCHOUHOH HE-
JOCTATOUHOCTBIO NIPU OTCYTCTBUU JPYIUX BO3MOKHBIX
HPUYMH JIJISl TAKUX KIMHUYECKUX IPOSABICHUN, KPOME
MIDD [1, 3,4, 11,12,17,27].

[ToMUMO NOPAKEHUS TIOYEK, CEPALIA U NIEUEHU 3ape-
TUCTPUPOBAHBI CJIYYAU € HOPAKEHUEM KUMIEUHUKA, TIe-
pU]EPUUECKUX HEPBOB, JIETKUX, CKEJIETHBIX MBIIIL, Kap-
HAIBHBIX TYHHEJIEH, CYCTABOB, CIIOHHBIX XKEJIE3, KOXKU.
Takast CHCTEMHOCTD MTOPAKEHUS UPEZBBIUAMHO CONMKA-
er MIDD u AL-amunon1o3. B CBsI3M C 3TUM CUUTATIOCH, YTO
OUOIICUA KOXKU MOXKET CJIYKUTb JJOCTATOUHBIM JJUATHOC-
THYECKAM MeTosIoM i MIDD, npeaynpexgaonmum He-
00XOUMOCTb OUOIICUU BHYTPEHHUX OPraHos. Ho uccre-
JOBAHUE OOJIBIIOTO KOJIMUYECTBA MALIMEHTOB IIOKA3JI0
HU3KYIO YaCTOTY BBIABICHUSA JICIIO3UTOB MOHOKIOHAJIb-
HBIX UMMYHOIJIOOYIMHOB B KOKe. UMEHHO ITO3TOMY MOP-
(ponornueckoe UCCaeIOBAHUE KOKHOTO JIOCKYTA HA Ce-
TOJHAIIHUN JJCHb HE PACCMATPUBAETCS B KAYECTBE CKPU-
HUHTOBO¥ JMArHOCTUYECKON Npoueaypsl [4, 5, 11, 27].

MHOXeCTBEHHAS MUEJIOMA SBJIIETCS HAN0OJIEE TSKE-
JIOV 1 Han0oJ1e€ 4aCTON (POPMOH ILIIA3MOLIUTAPHOM JIUC-
Kpasuu, JICKAWCH B OCHOBE passutusa MIDD npumepHo
B 060% ciyuaes [4,6-9, 11, 15, 22, 25, 27]. lloaromy MIDD
ABJIIETCS IPEUMYIIECTBEHHO OOJIE3HBIO JIIOAEH TTOKUIIO-
10 Bo3pacra. [IpumepHo y 40% manueHToB MHOKECTBCH-
HAsl MUAEJIOMA HE BBIABJIAETCA HA MOMEHT OMOICUIHOTO
HCCIIEJOBAHUA IIOUYKA — ONPEJEAETCA IMO0 HOPMAIbHAS
KAPTUHA KOCTHOTO MO3T4, JIMOO JIETKUH IIA3MOLIUTO3 B
HPEAENAX IIPUHATOIO OTPAHUYHOTO 3HAYeHUsA (10 10%).
Kpome Toro, 3a4aCTyo BbIABIACTC WM HU3KUI YPOBEHD
MOHOKJIOHJIBHOT'O UMMYHOIJIOOY/IMHA (TIapaPOTENHA)
B KPOBH, UJIM TAKOBOYM BOOOIIE OLPEAEINUTD HE YIAETCA
[3-5,7, 11, 16]. Ha MOMEHT GHOTICUITHOTO UCCIIEIOBAHMS
pUMEPHO Y 30% MALMEHTOB NAPAIPOTCHUH B IIA3ME KPO-
BU WJIM MOYE HE BbISBIISACTCS [4, 16].

[TaTonornueckue u3MeHeHus1, OOHAPYKUBAEMbBIE HA
CBETOBOM YpOBHE 11pu MIDD, He ogHOTHIIHBL Kity0oukn
MOL'YT BBIIVISIETh HHTAKTHBIMU JINOO UMETh KAKYIO-TN00
CTCIEHb MC3AHTUANBHBIX M3MCcHEHnM. Yame Apyrux
BCTPEYACTCA KAPTUHA AU PY3HON HOAYIAPHOH TJIOME-
PYJIONATHH, IIPU KOTOPOX OUPEAEIACTCS Y3I0BATHIN BUJL
KJIYOOUKOB 34 CUET HEPABHOMEPHOI'O YBETHUCHH S KOJIH-
YECTBA ME3AHIMAILHOTO MATPUKCA C PA3JIMYHOM CTEIIe-
HBIO ero KietouHoct [4, 7, 8-13, 16, 28, 30]. Homymsp-
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HYI0 romepysonatuio npu MIDD cienyer mudpdepeniim-
POBATh C JPYTUMU BUAAMU IIATOJOTUU KIyOOUKOB CO
CXO/JHBIMU CBETOONTHUECKUMU U3MEHEHUAMU UX CTPYK-
TYPBI — AUAOETUUECKUM ITIOMEPYJIOCKIEPO30M, MEMOPA-
HOIPOJIU(PEPATUBHBIM roMepyaoHedpurom (MIITH),
AMUJIOUIO30M, UMMYHOTAKTOUIHBIM IJIOMEPYIOHE(PPU-
ToM. Hogymapuas rnomepynonarus npu MIDD nepegko
COIIPOBOXKAAETCA (POPMUPOBAHUEM MUKPOAHEBPU3M Ka-
NUJUIIPOB KIYOOUKOB, UTO €111€ OOJIBINE YCHUINBAET €€ I'H-
CTOJIOTUUECKOE CXOACTBO C HOPAKEHUEM KIYOOUKOB I1pU
CaXapHOM JIa0CTE.

Kounro-uerarusneie, PAS-no3uTusHbIE, (PYKCHHO-
(priibHBIE OENIKOBBIE OTJIOKEHUS B 0a3IbHBIX MEMOPA-
HAX KAHAJIBLIEB, COOTBETCTBYIOIUE OJHOHN U3 JIETKUX
JIOO0 TSDKEJIBIX LIENEN UMMYHOIJIOOYJIMHOB, SIBJISIOTCS
YACTOM HAXOAKOU IPU CBETOBOM MUKPOCKOIIMYECCKOM
UCCJIEJOBAHUU, HO CTEIIEHD BHIPAKEHHOCTU U PACIIPOC-
TPAHEHHOCTU 3TOTO NPU3HAKA CUJIBHO Bapbupyer. Jle-
HOHUPOBAHUE MAPANPOTEUHA IPUBOJUT K YTONIICHUIO
0232/ IbHBIX MEMOPAH KAHAJIBLIEB, UTO OIATH JKE YCUIIU-
BAET CXO/ACTBO C U3MEHEHUSMU [IPU CAXAPHOM JraleTe.
B cBOI0 Ou€Epe/Ib, OTCYTCTBUE CMOPHIMBAHUSA 0a3aJIbHOM
MEMOPAHBI KAHAJIBLIEB IIPY HAIMUUU YTOJIICHUS JAET
BO3MOXXHOCTb IIPOBECTU AUPPEPEHINATIBHYIO JUATHO-
CTHKY C arpodueit KaHanbles [7, 9, 11]. Cnenuduuec-
KUX TyOYJIOUHTEPCTULAANBHBIX U3MEHEHUH Jy11 MIDD
HA CBETOOITUUECKOM YPOBHE HE CYIIECTBYET, XOTS U
OIIMCAHBl UHTEPCTUIIUAJIbHBIE JETO3UTHL, AHAIOTHUHbIE
TAKOBBIM B 0a3aJIbHOM MEMOPAHE KaHAIbIEB. B Oa3ainp-
HBIX MEMOPAHAX [VI4JKOMBIIIEUHBIX KJIETOK CTEHOK ap-
TEPUI TAKKE ONPEAEIAIOTCS BHIIEONMCAHHBIE JIETIO3U-
Tt [4,7,9, 11,13, 16, 27, 28].

OIpEIENEHHO U C YTOUHEHUEM COCTABA JIECIO3UTOB
napanporenna auarno3 MIDD ycranasimBacTcsa Ha OC-
HOBAHUHU UMMYHO(IIOOPECIEHTHOIO UCCIEJOBAHUS,
HO3BOJISIIOUIETO BBIIBIIATD OTIOKEHHUE I1ATOJIOTMUECKUX
JIETKUX U /WJIH TSDKEJIBIX LEIEH MOHOKIOHAIBHOTO UMMY-
HOITIOOY/IMHA B 0A3JIbHBIX MEMOPAHAX U JIPYTUX BHEKIIC-
TOUHBIX CTPYKTYPAX TKAHU ITOYKH. YaIe BCEro, KK YKe
OBbLIO OTMEUECHO, NAPATPOTEUH NPEACTABJICH JIETKOH 11€-
1blo kappa. Jlerkas nens lambda BCTpedaeTcs B HECKOJIb-
KO pa3 pexe. COUETAHNE JIETKOM U TSDKEION 1IETIEN 110
CPABHEHUIO C U30JUPOBAHHBIM OTJIOKEHHEM JIETKO
ey kappa Takoke OTMEUAETCS CYIECTBEHHO pesxe. Ca-
MBIM PEJKUM BAPHUAHTOM SBJIAETCS IEIIOHUPOBAHUE TS~
JKEJIOH LIeNu UMMyHOTooyuHa [4, 7, 9, 11, 16]. Umen-
HO ITI03TOMY HOJHOLIEHHOE MOP(POJIOTHUECKOE UCCIIE0-
BaHHUE He(PpOOHOIICUHU TPEOYET, YTOOBI HAHEIb PEATECH-
TOB U1 UMMYHO(IIOOPECHEHTHOIO UCCIEJOBAHUS
BKJIIOYAJIA AHTUTENA K OOEUM JIETKUM LIEIISIM HUMMYHOIJIO-
OynuHOB — kappa u lambda. Beisisiisemas skcrpeccus mna-
TOJIOTMUECKON LENH MOHOKJIOHATBHOTO UMMYHOITIO0Y-
JuHa npu MIDD HenpepbiBHASA, win muHEnHast, JadQys-
HAS U UHTEHCUBHAA. DKCHPECCUS MMAPANPOTENHA B 0a-
3AIbHBIX MEMOPAHAX KAHAJIBIICB OOBIYHO 00JICE UHTCH-
CUBHAs, YEM B ITIOMEPYJIIPHBIX 0A3IbHBIX MEMOPAHAX,
ME3AHTHAJIBHOM MATPUKCE U 0A3IbHBIX MEMOPAHAX
[IAIKOMBIITICYHBIX KICTOK [4, 7,9, 11, 16]. Tak Ha3biBac-
MbIE JOOABOUHBIE IPOTEUHDI, HOCTOSHHO ACCOLIMUPYIO-
muecs ¢ AL-aMunono30M, — P-KOMIIOHEHT aMHJION/IA,
anonunonpoTent E, yOUKBUTHH — OTCYTCTBYIOT B HEAMU-
JOUAHBIX aeno3uTtax npu MIDD [3-5, 11, 23, 24]. Eciu
AHTUTCHHBIC CBOMCTBA AaHOMAJIbHOI HUMMYHOITIOOYIMHO-
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BOH IEM COXPAHEHBI U B IMATHOCTUYECKON TAHENH JITS
UMMYHO()ITIOOPECIIEHTHOI'O UCCIEAOBAHM HEPPOOHOII-
CHUH UCHOJIb3YIOTCS AHTUTEINA KJIETKUM U TSDKEJIBIM LIETISIM
UMMYHOITIOOYJIMHOB, TO MOP(OJIOTY, KAK IPABUJIO, HET
HV>K/Ibl IPOBOAUTD JUPPEPEHUIUAIBHYIO AUATHOCTHKY.
He cymecTByeT Apyrux NOPAKEHUN BHYTPEHHUX Opra-
HOB, XaPAKTEPU3YIOMIUXCS BHEKIETOUHBIM OTIOKEHUEM
JIETKUX 1 /WJIN TSDKEJIBIX LENEN MOHOKIOHAJIbHBIX UMMY-
HOIIOOY/IMHOB, 32 UCKMoueHueM MIDD Kak nposiBIeHUs
IUIA3MOLUTAPHOM AUCKPa3uu. HanpoTus, eciim onuparThb-
CS1 TOJIBKO HA PE3YJIBTATI CBETOBOIO MUKPOCKOIIUUECKO-
IO UCCAEAOBAHUS, TO TU(P(EPEHITUANBHBINA JUATHOCTH-
YECKUH PSJL OKAKETCS TOBOJIBHO JUIMHHBIM, HOCKOJIbKY HA
3TOM YpOBHE npossiaeHus MIDD Hecnienu@UUHbL U Ba-
PUAOETBHEL

Ha yinprpacrpykrypuom yposue npu MIDD B xozxe
ANEKTPOHHO-MUKPOCKOIUUECKOTO UCCIIEJOBAHUSA C Pa3-
HOH CTENEHBIO IIOCTOSHCTBA OUPEJE/ISIIOTCS MEKOTPa-
HYJISIDHBIE 3JIEKTPOHHO-TUIOTHBIE JIEO3UThI B 0A3/IbHBIX
MEMOPAHAX KIYOOUKOB, KAHAJIBIEB, IJ14JIKOMBIIICUHbIX
KJIETOK APTEPUH, B ME3AHTMAJIBHOM MATPUKCE U UHTEP-
crunud [4, 11, 16, 18, 32]. B rmoMepysipHOit 6a3a1bHOM
MEMOPAHE MENKOTPAHYJIAPHBINA 3JEKTPOHHO-TIOTHBIN
MaTepHaI JOKUIU3YETCS IPEUMYILECTBEHHO B/IOJIb BHYT-
PEHHEN €€ uacTu, OOPAIEHHON K 3HJOTENINAIbHOM BBIC-
TUJIKE KAIIWULIPOB KIYOOUKA, TOIZA KAK HPU JIOKAJIU3A-
LUU B TYOYIAPHON OA3IbHOU MEMOPAHE — BJOJIb HAPYK-
HOM €€ 4aCcTu, OOPalEHHON K HHTEpCTULuIO [7, 11, 32].
OJHAKO HAIO 3AMCTUTD, YTO TAKOM MCJIKOI'DAHVIIAPHBII
JICKTPOHHO-TJIOTHBII MATCPUAIL, COOTBCTCTBYIOIINI MM~
MYHO(DIIOOPECIIEHTHOM SKCIIPECCUU ITAPAPOTENHA, OII-
penensercs npu MIDD panexo He Bceraa [7, 9, 11, 20].
MenkorpanynsapHast yIbTPACTPYKTYpa JENO3UTOB Mapa-
IPOTECHHA IIPU BCEX TPex Bapuantax MIDD — LCDD,
LHCDD u HCDD - uaentnuna[4,7,9, 11, 16]. Kpome Toro,
B KJIYDOUKAX YACTO BBIABJIACTCS TAKOHM HECTIEU(PUUECKUIT
HPU3HAK, KAK PACIUIACTBIBAHUE OTPOCTKOB BUCLICPAJIbHBIX
SUUTCTUATBHBIX KICTOK (HOXKCK IIOAOLMTOB) PA3INYHON
CTEIEHU PACIPOCTPAHEHUS U BBIPDAKEHHOCTH [4, 7, 9, 11,
16, 20, 23, 24, 31].

CrnestyeT NOJUEPKHYTD, UTO BO MHOTHX CJIVUASX IPH
MIDD OTCYTCTBYIOT XaPAKTCPHBIC CBCTOOITUUYCCKUC U
VIABTPACTPYKTYPHBIE U3MEHEHUS, II0TOMY HAMOO0JIEE UH-
(popMaTUBHBIM METOZOM MOP(POJIOTHUECKOTO UCCIEA0-
BAHUSA ABJIAECTCA UMMYHO(IIIOOPECLEHTHASI MUKPOCKOIIHS
[4, 7,9, 11]. OqHaxko 1 3TOT METOJ HE JIMIICH MUHYCOB,
BbLIO BBIACHEHO, YTO MEPBOHAYAIBHAS AHOMAIbHAS
CTPYKTYPA MATOJIOIHYECKON LI UMMYHOITIOOYJIMHA
WJIN K€ €€ MOCIEAYIOMAs TPAHC(POPMALUS VKE HA MECTE
B TKAHSX MOTYT HPUBOJUTD K JJOKHOOTPHULATEIbHOMY
PE3YNBTATY UMMYHO(IIOOPECLIEHTHOIO UCCIEAOBAHUS
10 NIPUUYMHE U3MEHEHHOIO B3AUMO/ICUCTBUS ATONOTH-
YECKOH 1eNU UMMYHOIVIOOYJIMHA C AHTHTEIOM, d TAKKE
IO TIPUYMHE KAYECTBA IOCIEAHETO. DTOT (PEHOMEH ObLI
OOHAPYKEH, B YACTHOCTH, JUId JIETKUX Lenen kappa u
lambda [4, 21]. B 3TO¥1 CBsI3U IS MOBBIIICHUS JTATHOC-
TUUYECKON JOCTOBEPHOCTH UMMYHO(]IIOOPECEHTHOTO
UCCIIEJOBAHUS PEKOMEH/YETCS HUCHOJb30BATh AHTUTENA
OT HECKOJIBKUX (pUpM-Tipoussoautesci [4, 7, 11].

Wrak, onpeaensiomum i suarnoctuku MIDD B iou-
KaX ABJIACTCA IMHEUHBIN XAPAKTEP 3KCIPECCUH I1APANPO-
TEUHA TIPU UMMYHO]IIOOPECIEHTHOM UCCICOBAHNH,
m(pdy3HOE pacupeeCHUE JCTO3UTOB B TKAHU IIOYEK U
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ux coctas [4, 7, 9, 11, 16]. [Ipumenerne uMMYHO(ITIOO-
PECIIEHTHOTO UCCIIENOBAHUS C AHTUTENAMU K JIETKUM I1e-
5IM UMMYHOIJIOOYJIMHOB U 3JIEKTPOHHO-MUKPOCKOIIH-
YECKOTO MCCNIEIOBAHUA HA MaTepuaie HeppoOroICcuia
JUIA TUATHOCTUKHU 3200JIEBAHUM MOUEK OOECIIEUNBACT
JOCTOBEPHYIO AMArHOCTUKY MIDD. OHa OCHOBBIBAETCA HA
BBISIBJICHUM KOHT'O-HETATUBHBIX, TOMOT€HHBIX TKAHEBBIX
JIETIO3UTOB, PEATUPYIONUX C AHTUTEIAMU K €JMHCTBEH-
HOH JIETKOH WJIN TSDKEJIOH L€ UMMYHOIJIOOYJIMHOB U
MMEIOMMUX XAPAKTEPHYIO MEJIKOTPAHYISIPHYIO VIAbTPA-
crpykrypy [4,7,9, 11, 20, 23, 24].

B HEKOTOPBIX CIyYasIX Y OJHOTO MAITUEHTA B PA3INY-
HBIX YUACTKAX OJJHOTO OPIdHA WJIXA B PA3HBIX OPTAHAX
BBIBJIAIOTCS KAK HEAMIJIOU/IHBIE, TAK X AMWJIOU/IHBIE OT-
JIOKEHUS MAPANPOTENHA. MHOTAA /1BA THIA AETIO3UTOB
MOTYT YEPEJOBATHCA B OTHOM M TOM XK€ MeCTe. CMENIaH-
Had (pOpMa OTJOKEHUH, BO3MOKHO, OOJIEE UaCTa, UEM
MPEACTABIIIIOCH IO CUX MOP, U3-34 OYEHb HEPABHOMEP-
HOTO PACHPENENEHNS AMUJIOUHBIX IENO3ATOB U OTCYT-
CTBUA JOCTATOYHOT'O KOJMUYECTBA 4/ICKBATHOTO 11O OO'bE-
MY JIMArHOCTUUECKOTO MaTEpUaa /i 00see MUPOKO-
IO U3y4eHUs 3TON npodiemel [3, 5, 11, 23, 24]. Cocras
napanporenHa npu AL-amunonsose u MIDD otnnuaer-
¢s. B mepBoM ciryuae OH B OOJIBINMHCTBE CIy4AEB NPEJ-
CTABJIEH JIETKOM IETBIO A, TOT/IA KAK JIETKAS IIEMb K TOMH-
HHPYET BO BTOPOM. OCTAETCS HEACHBIM, OTPAYKAET JIN OI-
HOBPEMEHHOE pa3BuTuE 06eux (PopM JENOHUPOBAHUS
MAPATPOTENHA HEOJUHAKOBOCTD YTHIIN3AIUH 1IETIEN NM-
MYHOIJIOOYJIMHOB B PA3JIMUHBIX OPraHaxX U TKAHAX WU
O0JOOHBIE HAOMIOICHUA ABJISIOTCA COUETAHUEM JIBYX Ca-
MOCTOSITEBHBIX 3a005€BaHuil [3—-5, 11, 21, 23, 24].

Cunraercs, uTo nporuo3 npu MIDD 6onee Bapuade-
JIEH, YEM O/THO3HAUHO HEOIArONPUATHBII IPOIHO3 [IPU
AL-amummonsiose [5, 9, 11, 16, 17, 27]. [IportHo3 marueH-
TOB ¢ MIDD onpeaensercs TsSKECThIO MIA3MOIUTAPHON
JUCKPA3UH, JIEKANICH B OCHOBE 3a00JIEBAHUS, U CTEIIE-
HBIO IIOUYEUYHOM HEJOCTATOUHOCTA HA MOMEHT TOCTA-
HOBKH Juaruo3a. /st MIDD noka3aTteib ISTHICTHEN BbI-
JKMBACMOCTH MALKUCHTOB B 1,5—2 pa3a JIyuiue, 4eM <«Bbl-
JKUBAEMOCTDb» TIOUKHA KAK OPraHa. Y IEN0oro P Mmaru-
eHTOB ¢ MIDD MHOKECTBEHHASI MMEIOMA HE PA3BUBACT-
€A B TCUYCHUE MHOTUX MECALCB U JAKC MHOTHX JIET [3-5,
7,11,16,17,27].

Heo6X0auMO OTMETUTD, UTO HPEIPUHATOE JTCUCHUE
MEN(QAIAHOM U IPETHUZ0JOHOM C LEIbIO TOJABICHUS
NPOJYKIIMU MAPATPOTEUHA MTOKA HE CONPOBOKIAETCA
JOCTOBEPHBIM MO3UTUBHBIM BIUSHUEM HA IPOTHO3.
TpancruanTanus nouky y nanuenTos ¢ MIDD pacemar-
PUBACTCA KAK HAWJIYUIINI BApUAHT JicucHus. Tem He me-
HEE PELUUB B TPAHCILIAHTATE PA3BUBACTCA OOJIEE UYEM B
TIOJIOBMHE CIyuaes crycts 1-5 jer [4, 5, 16, 23, 24].

PaHHAA JUATHOCTUKA U CBOEBPEMEHHO HAYATOE JICUE-
HHE MIA3MOIATAPHON JUCKPA3ZUU MOTYT CYIECTBEHHO
3ameTh Teuenre MIDD. /lnarnos MIDD MoxHO nipef-
HOJIOKUTD Y JIIOOOTO IALMEHTA IPU COUCTAHUU HEPPO-
TUYECKOIO CUH/IPOMA U THIIOTAMMATJIOOVIMHEMUH, OfIHA-
KO IIOMHS IIPH TOM, UTO TAKAS K€ KOMOUHALIMS HAOIIO-
Jgaerca u npu AL-amuinonjo3e. AHaJIOTUIHO ITOMY HAJIN -
Yre KApARAIbHBIX CUMIITOMOB € DKI-HAXOAKaMH, CBU/IE-
TEJIBCTBYIOIUMH O IMACTONNUYCCKON JUCYHKIIUU, B KOM-
OMHAIIMY C BBIABJICHUEM MOHOKIOH AJIbHOT'O UMMYHOIJIO-
Oy/IMHA B KPOBU U MOUE JIOJDKHO IOABOJUTD K AUATHO3Y
MIDD [4, 5, 23, 24, 27]. Tem HE MEHEE KINHUUECKAS U ar-
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HOCTHKA CYHIECTBEHHO OCJOXKHACTCH TEM (DAKTOM, UTO
3JEKTPOPOPE3 U UMMYHOIIEKTPOPOPES OCTIKOB ITA3MBI
U MOUH, KAK MUHUMYM, B 30% HAOIIOJCHUI HE JIAIOT 1O-
JIOKATENBHOTO PE3YIbTATA IPU HATMYUHU JTOCTOBEPHO
sepudurmposanroro MIDD [3, 4, 16, 21]. C moMoIpio
Hau0O0JIEE UYBCTBUTEIbHBIX HA CETOJHAIHUI JIEHb OMO-
CHHTETUUECKUX METO/IOB UCCIEAOBAHMS IUIA3MbI 1 MOUU
OBUIO OIIPEEIEHO, UTO YACTOTA UCTUHHO OTPUIIATENb-
HBIX PE3YJIbTATOB Y IIALIMCHTOB C MOATBEPKACHHBIM MIDD
B TKAHAX COCTABIAET OT 15 10 20%. IOCTOBEPHDBIN nAaT-
HO3 YCTAHABJIUBACTCS TOJBKO C HOMOIILIO UMMYHO(IIIOO-
PECIIEHTHOTO UCCNEAOBAHNS TKAHN OPAKEHHOTO OpPra-
HA C UCIIOIb30BAHUEM AaHTUTEN K JIETKUM U TSUKEJIBIM 11€-
M UMMYHOIJIOOYJIMHOB. 110 IaHHBIM Ps/Ia aBTOPOB, Y
OOJIBIIMHCTBA TAIMEHTOB O KIMHUUECKON KAPTUHE JIU-
ArHO3 HE OBLT JIAKE 3a110/JO3PEH, A ObUI YCTAHOBJICH B PE-
3yJIbTATE UCTIOIb30BAHUSA CTAHAAPTHON NAHENNA AHTUTE
U1 IMMYHO(DITIOOPECIIEHTHOTO MOP()OJIOTHUECKOTO UC-
CJICIOBAHUS OUOTICHI TOUeK [4, 7,9, 11,16, 23, 24].

B nacroamee pemsa guarnoctuka MIDD ocHoBaHa Ha
MIOJHOIIEHHOM MOP(POJIOTrMUECKOM UCCIEAOBAHUUN HE-
¢poduoncun. [1onbITKU UCIOAB3OBATD JJIsl TUCTOJOTH-
YECKOrO UCCIIEJOBAHUS 00JI€€ JOCTYIIHBIN MATEPUAI BO
130€KAaHUE MHBA3UBHBIX METO/IOB 3A00Pa Y MAIUEHTOB C
MIDD noka He fann yAOBIETBOPUTEIBHOTO PE3YIbTATA.
Tak, acnupanus HOAKOKHON KUPOBOU KIETYATKH, OUO-
TICUS CJIIOHHBIX XKEJIE3, CIM3UCTOM MPAMOI KUIIKH, JKETY/I-
Ka MOTI'YT ObITb UCIIOJIb30BAHBI /151 BBIABJICHU S, HAPUMED,
AL-ammnon1o3a. OHAKO TPU ITOM HMPOIEHT MOJOKA-
TEJIbHBIX PE3YJIBTATOB HEBEJHUK, /I TOTO YTOOBI OIIPAB-
JaTh IPUMEHEHHUE OUOIICUITHOIO UCCJICIOBAHU BBIIIICTIC-
PEUNCIEHHBIX JIOKAUIN3AIUN B KAYECTBE OCHOBHOIO M€-
TOJIA AMArHOCTUKU AL-amunonjosa. Eme menee yoeau-
TEJBbHO OHO BBITVIUT I juarHoctuka MIDD [3-5, 11,
16]. Moponoruueckoe uccie;oBaHue GHOTICUU KOCTHO-
IO MO3ra C UMMYHO(PEHOTUIIUPOBAHUEM ILIA3MATHUEC-
KUX KJIETOK C IOMOIIBIO CHENUPUICCKUX MOHOKIOHAJIb-
HBIX AHTUTEJ K JIETKUM U TSDKEBIM HEISAM UMMYHOIJIO-
OYJIMHOB YaCTO MO3BOJIAET BBIABUTH AL-aMUIONI03, Of1-
HAKO IIPU 3TOM CYIIECTBYIOT TOJIBKO JIMIIb OTPBIBOYHBIE
JAHHBIE 00 OOHAPYKEHUH B TOM MATEPUAIE KOHI'O-HE-
FATUBHBIX JIETIO3UTOB B HAOMOACHUSIX ¢ MIDD. Baxxao
OAUYCPKHYTD, uTO MIDD MOXET pa3BuBaTLCA B OTCYT-
CTBUE OTKPBITON HEOIUIACTUUECKON npoaudepanun
TUTIA3MOIMTOB B KOCTHOM MO3re [3-5, 11, 10).

CeroHsa OCTAeTCA HEACHBIM, YTO UTPACT KIIOUEBYIO
POJIb B IATOIE€HE3E 3a00/IEBAHUS — YIBTPACTPYKTYPA JIE-
IIO3UTOB IIATOJOTMUYECKUX 1EIEH NMMYHOITIOOYJIMHOB,
I/IC BAKHA IICPBUYHASA CTPYKTYPA APATPOTEUHA, NN
KOJIMUECTBEHHBIC XAPAKTEPUCTUKU NPOJYIHUPYEMBIX
AHOMAJIBHBIX Iienet. KpoMe Toro, Takke MOXET UMETh
OIPECICHHOE 3HAUCHNE KUHETUKA CUHTE3A MTATONOIU-
YeCKUX 1ernen. Ha cerogusimtmni IeHb HET BO3MOKHOC-
TH IPOBECTU TAKOE PACIIO3HABAHUE 71 Vi1'0, HO, IO BCECH
BEPOATHOCTH, UMEHHO B HEM KJIIOU K pasrajke. He paspe-
HIEH CIIOP O TOM, CJCAYET JIM IPYIIIMPOBATH BMECTE AL-
amuaou03 1 MIDD. D1u iBe POpMBI OTIIOKEHUSA MAPa-
IPOTEUHA, BUAUMO, IPEACTABIIAIOT COOOH PA3HBIC ACIICK-
TBl OJHOTO MATOTEHETUUYECKOTO MPOIECCd, TOITOMY
BIIOJIHE YMECTHO U JIOTMUYHO PACCMATPUBATD UX KAK [IBE
(popMBI TATOTEHETUYECKU €AMHOIO 3200/1€BAHUA [3—-5,
11, 21, 23, 24]. COBpEMEHHBIE IPEACTABICHU TAKKE CBU-
JETEAbCTBYIOT B IIOJIb3Y €AMHOTO IPOIECCA C HECKOJIbKU-
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MU KIMTHUKO-MOP(POJIOTTUCCKUMU BAPUAHTAMU TCUCHUS,
cpenu KoTopbix MIDD moka ABisieTCsl HANMEHEE N3YUEH-
HOW KATETOPHUEN KAK C TOUKH 3PEHMS TATOTEHE3A, TAK U C
TOUKU 3PEHUA KITMHUKO-MOP(OIOTUIECKON TUATHOCTH-
Ku [4,7,11, 16, 23, 27].

JIureparypa

L. Hletiman [Incetimc A Tlarodusuonorus nouku. Iep. ¢ anri M.
Bunowm, 1997: 220.

2.Alpers CE, Ti WH, Hopper JJr, Biava C.G. Single light chain sub-
class (kappa chain) immunoglobulin deposition in glomerulonephri-
tis. Hum Pathol 1985; 16 (3): 294-304.

3. Buxbaum |N, Chuba |V, Hellman G.C., Solomon A, Gallo G.R.
Monoclonal immunoglobulin deposition disease: light chain and
light and heavy chain deposition diseases and their relation to light
chain amyloidosis. Clinical features, immunopathology, and mole-
cular analysis. Ann Intern Med 1990; 112 (6): 455-4064.

4. Buxbaiimn |.N, Gallo G.R. Nonamyloidotic monoclonal immu-
noglobulin deposition disease. Light-chain, heavy-chain, and light-
and heavy-chain deposition disease. Hematol Oncol Clin North Am
1999; 13 (6): 1235-1248.

5. Buxbaum J.N. Mechanisms of disease: monoclonal immu-
noglobulin deposition. Amyloidosis, light chain deposition disease,
and light and heavy chain deposition disease. Hematol Oncol Clin
North Am 1992; 6 (2): 323—-3406.

6.Chow CC, Mo KL, Chan CK,Lo HK, Wong K-S, Chan ] CW. Renal
impairment in patients with multiple myeloma. Hong Kong Med |
2003; 9 (2): 78-82.

7. Coben AH., Nast C.C. Kidney. Non-neoplastic conditions. In:
Damjanov L, Linder J. (eds). Anderson’s Pathology. 10™ ed. St. Louis:
Mosby, 1996: 2073-2137.

8. Confalonieri R, Barbiano di Belgiojoso G, Banfi G, Ferrario F,
Bertani T, Pozzi C, Casanova S, Lupo A, De Ferrari G, Minetti L. Light
chain nephropathy: histological and clinical aspects in 15 cases. Ne-
phrol Dial Transplant 1988; 3 (2): 150—156.

9.D’AgatiV.D, Jenneite J.C, Silva FG. Atlas of non-neoplastic kid-
ney pathology. Washington: AFIP, 2005: 721.

10. Gallo G.R, Feiner H.D., Katz LA, Feldman GM., Correa E.B, Chui-
ba ]V, Buxbaum J.N. Nodular glomerulopathy associated with non-
amyloidotic kappa light chain deposits and excess immunoglobulin
light chain synthesis. Am J Pathol 1980; 99 (3): 453—4506.

11. Herera G.A, Picken M.M. Renal diseases associated with plas-
ma cell dyscrasias, amyloidoses, Waldenstr&m macroglobulinemia,
and cryoglobulinemic nephropathies. Jennette J.C., Olson J.L,
Schwartz MM, Silva EG. (eds). Heptinstall’s pathology of the kidney,
6™ ed. Philadelphia: Lippincott Williams & Wilkins, 2007: 853-910.

12. Herera G.A Renal manifestations of plasma cell dyscrasias: an
appraisal from the patients’ bedside to the research laboratory. Ann
Diagn Pathol 2000; 4 (3): 174-200.

13. Howie AJ. Handbook of renal biopsy pathology. Dordrecht:
Kluwer Academic Publishers, 2001: 244.

14. lvanyi B. Frequency of light chain deposition nephropathy
relative to renal amyloidosis and Bence Jones cast nephropathy in a
necropsy study of patient with myeloma. Arch Pathol Lab Med 1990;
114 (9): 986-987.

154 Hedponorua v guanus-T.9, [12 2007

O.A. Bopobbesa, H.M. Xmenbruukas, C. Hact, A. Kosn

15. Leaf A, Cotran RS. Renal pathophysiology, 2™ ed. N. Y.: Oxford
University Press, 1980: 410.

16. Lin |, Markowitz G.S, Valeri AM, Kambham N,y Sherman WH,
Appel GB, D’AgatiV.D. Renal monoclonal immunoglobulin deposition
disease: the disease spectrun. ] Am Soc Nephrol 2001; 12: 1482—-1492.

17. Montiseny ], Kleinknecht D., Meyrier A, Vanbille P, Siion P, Prii-
na A, Eladari D. Long-term outcome according to renal histological
lesions in 118 patients with monoclonal gammopathies. Nephrol Dial
Transplant 1998; 13: 1438—1445.

18. Noel LH,, Droz D., Ganeval D., Grunfeld ].P. Renal granular
monoclonal light chain deposits: morphological aspects in 11 cases.
Clin Nephrol 1984; 21 (5): 263—209.

19. Pirani C.L Evaluation of kidney biopsy specimens. In: Tisher CC,
Brenner BM. (eds). Renal pathology with clinical and functional cot-
relations. 2*¢ ed. Philadelphia: JB Lippincott, 1994: 85-115.

20. Pirani CL, Silva F.G., D’AgatiV.D., Chander P, Striker LM. Renal
lesions in plasma cell dyscrasias: ultrastructural observations. Am |
Kidney Dis 1987, 10 (3): 208-221.

21. Preud’homme | L, Mihaesco E., Guglielmi P, Morel-Maroger L.,
Ganeval D, Danon F, Brouet ].C, Mihaesco C, Seligimann M. Light chain
or monoclonal immunoglobulin deposition disease: physiopatho-
genic concepts. Nouv Presse Med 1982; 6; 11; 44: 3259-32063.

22.SakbujaV,JbaV,Vvarnas, Joshi K, Gupta K.L, Sud K., Kobli H.S.
Renal involvement in multiple myeloma: a 10-year study. Ren Fail
2000, 22 (4): 465-477.

23. Schwartz MM. Glomerular diseases with organized deposits.
In: Jennette ].C, Olson J.L, Schwartz M.M,, Silva EG. (eds). Heptin-
stall’s pathology of the kidney 5™ ed. Philadelphia: Lippincott-Raven,
1998: 369-388.

24. Schwartz MM. The dysproteinemias and amyloidosis. In: Jen-
nette J.C, Olson J.L, Schwartz M.M,, Silva EG. (eds). Heptinstall's
pathology of the kidney. 5™ ed. Philadelphia: Lippincott-Raven,
1998: 1321-1369.

25. Seymour AE., Thompson AJ., Smith P.S, Woodroffe AJ., Clark-
son AR Kappa light chain glomerulosclerosis in multiple myeloma.
Am J Pathol 1980; 101 (3): 557-580.

20. Striker G, Striker L[, D’Agati V.D. The renal biopsy. 3™ ed. Ma-
jor problems in pathology. Philadelphia: W.B. Saunders Company,
1997, 8: 300.

27. Striker LJ, Preud’homme JL, D’Amico G, Striker G.E. Mono-
clonal gammopathies, mixed cryoglobulinemias, and lymphomas. In:
Tisher C.G., Brenner BM. (eds). Renal pathology with clinical and
functional correlations. 2™ ed. Philadelphia: J.B. Lippincott Compa-
ny, 1994: 1442-1490.

28. Strom E.H,, Fogassi G.B, Banfi G, Pozzi C,, Mibatsch M]. Light
chain deposition disease of the kidney Morphological aspects in
24 patients. Virchows Arch 1994; 425 (3): 271-280.

29.Stugrill BC, Ticker F.L, Bolton WK Immunoglobulin light chain
nephropathies. Pathol Annu 1987; 22 (2): 133-150.

30. Titbbs KRR, Gephardt G.N, McMahon J.T, Hall PM, Valenziiela R,
Vidt D.G. Light chain nephropathy. Am J Med 1981; 71 (2): 263—2069.

31. Valajtis J. Renal glomerular disease. Atlas of electron micro-
scopy with histopathological bases and immunofluorescence fin-
dings. Chicago: ASCP, 2002: 318.

32. Wang S, Zou W.,, Wang M., Xie Y., Chai L, Tang X. Ultrastructural
and immunoelectron microscopic study on light chain deposition
diseases and primary amyloidosis of the kidney. Beijing Da Xue Xue
Bao 2003; 35 (6): 576-580.



