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MpoaHanuamposaHbl KNMHKWUECKKe gaHHble 253 Hedponornueckux 6oabHBIX, Y KOTOPbIX HUATHOCTUPOBAHbI
numdonponudepatTmeHble U NnasmoknetTodHsle 3aboneeanns, U KAMHUKO-Mmopdonornueckue gaHHole 128 us
3TUX MaLUMEHTOB, ¥ KOTOPbIX MOpa)eHue novek sepuduumnpoBaHo mophonormiecku. BeiABneH WMpoKuii cnektp
MOP}ONOTUUECKUX BAPUAHTOR M KIMHUKO-MOPGOIOTMYECKUX KOPPEnALLMiA.
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We analyzed clinical data of 253 patients with lymphoproliferative and plasma cell disorders and kidney damage,
and clinical and pathological data of 128 of these patients with histologically proven nephropathy. Broad spectrum of
histological variants was found, and correlations between clinical diagnosis and pathology established.
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multiple myeloma,

BBEAEHWE

Cnektp  nAumdonnazmounTapHbix  3abonesaduii
(MN3) upezebluaitHo wWKpokK. MopaskeHna nouek y Bonb-
Hbix ¢ JI13 oTanuatoTca 3HAUMTENbHOW reTeporeHHoCTBo
W B pAfle C/yyaeB MOTYyT AOMUHUPOBATh B KIWHUYECKOM
KapTuHe, NpUYeM CUMMNTOMBI MOYeuyHOM NaToNorum moryT
npeawecTsoBaTe YcTaHoBNeHuo auarHoza JM3, ebiAs-
NATLCA OAHOBPEMEHHO C OCHOBHbIM 3abonesaHuemM UK
npoAenATbcA B Bonee nosaHue cpokd. MHorve sapuaH-
Tbl HegponaTii UMeloT obuine naToreHeTUUecKue yep-
Thl, MPWU 3TOM KAMHWKO-Mopdonoruueckie nNpoAasneHua
BapbUPYIOT B 3aBUCUMOCTH OT 0coBeHHOCTei OCHOBHOTO
sabonesaHuA. XapakTep nopaxeHua NoYek onpeaenetca
PasNUUHBIMK MEeXaHW3MamMK TOBPEMAEHWA: NOKaNu3a-
LMeid onyxXoneBblX Macc, SKCMaHCUel 3/M10KauecTBEHHbIX
KNETOK, NOC/NEACTBUAMMU OT/IOMEHWMA B TKAHAX CEKPeTU-
pyembIX NapanpoTeMHOB, CEKpeluueid ropMoHOB, LMTO-
KWHOB W dakTopoe pocTa, mMeTabonnMuecKMmM, BOAHO-

3/IEKTPONIUTHBIMM,  KOATY/IALMOHHBIMU  HapyLIeHWAMM,
UHDEKLLMOHHBIMK U TepaneBTUUECKUMU OC/IOKHEHUAMM.
B naTonornueckuii npouecc MOryT BOB/IEKaTLCA MOYEBbIe
MyTH, NOYEUHbIE apTEPUU U BEHbI, U KOMMOHEHTbI Mouey-
HOM MapeHXMMbl — BHYTPUMOUEUHble COCyabl, MHTEPCTU-
UMK, KaHanbLbl U KNYHOURKM, NpUYEM MHOTAA OOHOBpe-
menHo [5, 6,9, 12, 16, 17].

Haubonbwyw TpyaHocTb npeactasnfeT coboi and-
depeHUManbHan anarHoctuka Hedbponatuid, Tpebylowan
B 60nbWMHCTEE cnyuaes MOpPGONOrMUEckoro nccnenoea-
HMA. W ecnu Takue BapyaHThl, Kak LMAUHApPOBaA Hedpo-
natua (LUH) npu mHoxecTeeHHoit muenome (MM), unm
«nepeuuHbIi» Al-amunouaos (MA) uayueHbl AOCTaTOYHO
wupoko [1, 2, 3, 10, 19], To HedponaTUK, accoOUMMPO-
BaHHble ¢ MakpornobynuHemueid BanbaeHctpema (MB),
BonesHbo Taenbix ueneid (BTL), He-XOAMKUHCKUMMK
numbomami/neitkozamu (HX/XNN), numborpanynema-
To30M (JITM) 1 6oneanbio Kactnemena (BK), a Takke elle
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bonee peakue eapuaHTel — BonesHb OTNIOMEHWUA MOHO-
KAOHANbHBIX 4eno3uTos ummyHornobynmuoe (BOMMUI),
nponudepatmeHboie Hegputel (MMH) ¢ MOHOKNOHaNbHDBI-
MW JEerno3suTamM W NapaHeonnacTMUecKue [MoMepyo-
natum npu JIMN3 usydeHbl HegoctatouHo [4, 7, 8, 11, 15].
Ocobyro npobnemy npeacrasnaer coboi MOHOKNOHA/b-
HaA rammanaTuaA HeonpegeneHHoro sHavenua (MIH3) y
BONBHBIX C NOPa}EHUAMM NOUEK, HE YKI34bIBAKOLLUMMUCA
g pamkmn A 1 BOMMUI, tem 6onee uto y 80% BonbHbIX
¢ MIH3 ¢ TeyeHnem BpemeHn Pa3BMBAKOTCA KAMHHMUYECKK
oueengHble /N3 — MM, MB, nmmyHOr106y1MHOBBIA amu-
nowaos v gpyrue. HakonneHHble K HACTOALLEMY BPEMEHM
B 3apyberHON nuTepaType AaHHble MO3BOAWMAM BBECTH
HOBbI TEPMMWH: «MOHOK/IOHA/IbHAA raMManaTuA C noveu-
HbIMK nocneacteuammny» [14], ogHako B oTeuecTBeHHOR
NUTepaType K HacTOALLEMY BPEMEHM AaHHbIX O Pacnpo-
CTPAHEHHOCTU W CTPYKTYPE 3TOW NaToNOTMKM HEe MMEeeTCA.
Kpome Toro, octatTcA HELOCTAaTOUHO OUEHEHHBIMK M
ApYyrve 3INM4eMHUONOTMUECKME acMeKTbl: PAacrpoOCTPaHeH-
HOCTb MopaxeHna nodek y bonbreix ¢ /N3 B uenom v mx
oTAeNbHbIX BAPUAHTOR, He pazpaboTaHbl Nogxoabl K Ana-
rHOCTUKe v auddepeHLmancHOM AnarHocTUKe.

Bmecte ¢ Tem /M3 c nopameHnem noyek xapaktepu-
3YKOTCA CEPbE3HbIM NMPOTHO30M KaK ANA MU3HK, TaK U ANA
coctoAaHnA dyHKUMM nouek. BonkueaemocTe BONbHbBIX KM
noYyeyHan BbIKMBAEMOCTb LE/MKOM 3aBUCAT OT BO3MOM-
Ho Bonee paHHero Hayana TapreTHoM Tepanuu, 405 KOTo-
poit Heobxoguma ceoeBpemeHHan YCTaHOBKa AMarHosza,
Hepeako Basupyloweroca Ha MOpGONOTMUECKUX M3MEHEe-
HUAX NovYeyHoR TkaHw [14, 18, 20].

Llenbto Hawero uccnefoBaHuA ABNAIOTCA onpegene-
HWEe XapaKTepa MoparmeHWAa nouek y naumentos c fIM3
Ha OCHOBAaHMU KOMMNEKCHOM KAMHMKO-nabopaTopHol M
MHCTPYMEHTANbHOM OLEHKM; U3ydeHue cTpyKTypbl JTMN3 y
BonbHbIx Hedponormueckoro npoduna, xapakrepa u ua-
CTOTbI OTAE/bHBIX MOPhONOTMUECKUX BapUaHTos Hedpo-
natui1, accoummpoBarHblx ¢ JIMN3 1 BoiIABNEHWE KNMHKKO-
MopdONOrMuecKux KoppenaLmii.

MATEPUAN U METOAbI

C vcnonb3oBaHWem 31eKTPoHHOM Ba3sbl gaHHbIX Mbl
0T0bpanu M PeTpoCNeKTMBHO MPOAHANM3MPOBANU C No-
MOLLBIO CreuMancHo pa3paboTaHHOM KapTbl MCTOPWM
bonesHn naumeHToB C AMMPONPOAMPEPaTUBHLIMK W
NAa3MOKNeTOUHBbIMK 3ab0NeBaHUAMM, NEUMBLLMXCA B He-
¢bponornueckom otgenerumn TBY3 «lopoackana KAMHMYe-
ckan GoneHuua um. C.IN. boTkmHa» B nepuog ¢ 1994 no
2013 rr. Bcem naumeHTam npoeoamIoch oBWeKAMHWYe-
ckoe obcnegoBaHue, BRAOUAKOLLEE OLLEHKY #anob nauu-
EHTOB M faHHble GU3MKaNbHOTO OCMOTPA, KAMHUYECKOe
uccnegoeanme nepudepuueckoil Kpoeu u moum, Buo-
XMMMUUYECKMIA aHaIW3 MOUM C ONpedeNeHMeM SKCKPeLWH
Benka, BMOXMMHMUECKMI aHanM3 KpoBM, anekTpodopes
Benkoe ceizopoTkn Kpoeu, JKI, pentreHorpadmio opra-
HOB TPYAHOIN KNETKU W yneTpacoHorpadmueckoe uccne-
[LOBaHWe novek u opraHos 6powHoi nonoctu. lononyu-
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TenvHoe obcnegoeanne BkNOYaNo B cebn, 8 paznnUHbIX
COYETAHUAX, MMMYHOXMMMWUECKOE MWCCNeAO0BaHUe Cbl-
BOPOTKM KPOBM M MOuM, ynbTpacoHorpaduueckoe wmc-
cnegosaHue nepudepuyecknx nMmdaTUUEcKUX Y3Noe,
peHTreHorpadmio MNOCKUX KOCTEH, KOMMbIOTEPHYHO TO-
morpaduio opraHoB rpyoHoi Knetku u BGprowHoi no-
NOCTU, CTEPHANBHYIO NYHKUMIO 1/uam TpenaHobuoncuio
KOCTHOrO MO3ra, uuTonorudeckoe n/unm mopdonornue-
CHOE MCCNedOoBaHWe KOCTHOTO MO3Ta M B YacTU Cy4aee
ero MmmyHormctoxmmuueckoe (UINX) uccnegoeanne, bu-
oncuio nepudeputecknx NMMdaTMUecKkmx Y3108 ¢ NoMo-
Wbt ceeToeoi mukpockonuun (CM) 1 B yactu crydaes —
c UTX.

UpecKoXHy NYyHKUMOHHYIO BMONcuMio nouku npo-
Boannu nog Y3-HaseseHWem C MOMOLLBK annapara
BARD-Magnum. Mop¢onornueckoe uccnegoeanHve bu-
OMCUIAHOTO M MHOTZA ayTOMCMHAHOrO Matepuana noveu-
HOW TKauu npoBoguan metogom CM c npumeHeHnem
OKPacoK remaTtoKcunmnH-3ozmHom, LWK-peakumm, Tpux-
pom no MaccoHy, KoHro-kpacHbim. B page cnyyaes Tu-
NMMPOBaHUME aMWIOMAA OCYLECTBAANOCE C MCMONb30Ba-
HMEM WenoYHoro ryaHnguHa (npod. B.A. Bapwaeckui,
E.N. Tonnupiva, kadeapa nNatonorMYecKoW aHaTOMMK
MNepesoro MIMY um. .M. CeueHoesa). buoncmiiHblili ma-
Tepuan WCCNefoBanu TakKe MEeTofom MMmMyHobAHo-
opecueHumn 1 UIMX (O.A. Bopoboeea, /lennHrpagckoe
obnactHoe natonoroaHaTomuueckoe 6iopo), a wHoraa
— MEeTOZOM IMeKTPOHHOR muKpockonuu (IM). 3K wmc-
cnegoBaHua eoinonHanuce npod. A. KosHom (otaenequme
MaToNOrMYECKO aHaTOMMK MegWLMHCKOro ueHTpa Cu-
Aap-Cunai, Noc-Anenec, CLUA), Ha kadeape natonoru-
yeckol aHatomum Mepeoro MIMY um. .M. CeueHoea,
u B NMaTtonoroaHatomumueckom Gopo Poctoeckoit obnactu
(M.E. Noeunaitute).

[lnarHoctvka oTaenbHbIX Ho30n0rMYecknx Gopm ocy-
LEeCTBAANACE COBMECTHO C TeMaTto/IoraMmu Ha OCHOBaHMWK
Knaccudurkaumm numobongHbix Heonaazmnih BO3 m knac-
cdMKaLMKM MNA3MOKNETOUHbIX HOoBoOOpasoeanmi BO3.
O6paboTka maTepuanos NPoOBOAWIACE C MOMOLLBKD CO-
BPEMEHHBIX METOLOB CTAaTUCTUUECKOTO aHanusa.

PE3Y/IbTATbI U OBCYHKOEHUE

M3 15 049 yueTHbIX 3anMcel, COLEPHKALUMXCA B INEK-
TpoHHoW Base gaHHbix, boian oTobpaHel KapToukn 9517
BoneHbIX, Neumswmnxca B otdeneHmm Hedponormm TKB
um. C.M. boTkMHa 3a u3yueHHbIK Nepuog. MoncK no Kpm-
TepuIo «OCHOBHOM AMArHO3» NO3BOMUA YCTAHOBUTD, UTO B
pesynstate obcnegosanua guartos /1M3 6bin ycraHoeneH
y 253 6onbHbIx (2,6%). Cpeav HMX NONOBMHY COCTaBMN
nauneHTbl ¢ MM, M ueTeepTb — nayuenTol ¢ [A, TpeTbmn
no yactore (10%) okazanuce HX1/X1/1. JosoneHo yacto
(y 6% 6oneHbix) guardHoctmposaam MIH3, octanbHble
Hozonornyeckmne opmel — MB, ITM, n BOMMWT — 3Haum-
TeneHo pexke (o1 3,1 00 1,6% BonbHbIX), ¥ KasyncTUUECKN
peakumm okazanmce BT v BK (tabn. 1).
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Tabruya 1

QOcHoBHOI1 guarHos v snepsble seiasAeHHble I3

Betrs Boritiig focnuTanuampoeaHsl Brnepeble ycTaHoBNEH
[Ouartos c auarvozom JMM3 awarHos JMN3

abc. % abc. % abc. %
MM 129 50,9 12 L3 117 90,6
MB 8 3,1 4 50 4 50
BTL| 1 0,4 0 0 1 100
HX1/X1N 25 £ 1l 44 14 56
M 3,1 i 87,5 12,5
bK 1 0,4 0 0 1 100
MnA 62 24,5 23 37,1 39 62,9
BEOMMI 1 1,6 2 50 2 50
MIH3 15 5,9 2 13,3 13 86,6
BCEIO 253 61 24,1 192 75,8

Ob6pauiaet Ha ceba BHUMaHKWe TOT daKT, YTO He ToNb-
KO Y eMHUYHbIX BONbHBIX C pefikoil NaToNOTMER, HO U Y
nogasnawllero GonblwmHcTBa Nnaumentos ¢ MM (90,6%)
AwnarHoz Bbin Bnepeble ycTaHoBNeH npu obcnegoBaHum
no MoBoAy NopameHua nodek. CTONb e BbICOKOW OKa-
3aMacb 4acToTa MepBWUUHON AMarHOCTMKKM W npu MIH3
— 86,6%, U posonbHO BbicoKoi npwu MA, HX/X11, MB
1 BOMWT. Nuwb 6onbHble ¢ ITM Bblan rocnuTanmanpo-

BaHbl NPEMMYLLECTBEHHO C Ye paHee YCTaHOBMEHHbIM
OCHOBHbIM AWarHo3om. B obluei cnoHOCTH 0Ka3anoch,
uto y 2/3 BonbHbix amarHos JIMN3 ycTaHoBNEH BNepBble
npu obcnegoeaHnm B HedbponorMueckom cTalMoHape.

Mopdonoriueckas AMarHocTMKa HedponaTuit ocy-
LlecTBNEHa NoYTH y MonosuHbl BonbHbix —y 121 13 253
nauwenTos ¢ /M3, Ne4ynBlIMXCA B OTASNEHMM 33 YKa3aH-
Hblit nepuop (Tabn. 2).

Tabauya 2
OcHoBHoM guarHos U mopdonorvyeckas BepubMKaLMa NopaXKeHWA NoveK
Mopdonormuueckuia bes mopdonormueckoin
NuarHos Beem Gannix ,EI,HarHO_EdI')IOpa}KEHMH no4ex BE’.'ICF::II)(I)HKaLI,HH

abc. % abc. % abc. %
MM 129 50,9 26 20,1 103 79,8
MB 8 24l 6 75 2 25
bTL, 1 0,4 1 100 0 0
HX/Xnn 25 2] 10 40 15 60
Jarm 8 3! 5 62,5 3 37,5
BK 1 0,4 1 100 0 0
nA 62 24,5 58 93,5 4 6,4
BOMMUI 4 1,6 4 100 0 0
MIH3 15 5.2 10 66,6 5 33,3
BCEINO 253 1)1 47,8 132 52,1

W3 Tabn. 2 BUAHO, UTO NOpaxeHKe novek 6bino noa-
TEEpKAEHO Mopdonornuecku y Bcex BonbHbix ¢ BOMMI,
BTL, v BK, y nogaenstowero 60MbILIMHCTES NALWUEHTOR C
A, u 8 6onbwmHcTee cnydaee MB, MTH3 u JITM. Bmecte
c Tem cpeam 6onbHbix ¢ HXJ1/X1/1 konnuecTeo mopdono-
rMUeCcKM NOATBEPHKASHHbIX NOPaXKeHWIH NOYEK COCTABUNO
40%, a cpepur 6onbHbix ¢ MM — Bcero 20%. 3To obbAac-
HAETCA, C OAHOM CTOPOHbI, HaNMUMeM Y BONbLIMHCTEA Na-
uneHtoe ¢ MM w HXJ1/X/1/1 gMarHoCTUUECKKM 3HAUMMBIX
KAMHWUECKWUX NPOABNEHUi 3abonesaHuii Kpoeu (Maccue-
Has NapanpoTerMHeMUsA, OCTeodeCTPYRUMA, NMMmbaneHo-
natua), UTo NoO3BONANO YCTAHOBUTH OCHOBHOM AWMAarHo3s

9}

He npuberas K Hedpobuoncuun, a ¢ Apyroi cTOpPoHbl —
HeoBX0AUMMOCTBID SKCTPEHHOTO Hadana cneuudbuueckoi
XUMKWOTEPANUK, 3 B YACTH CNYYAEE U 3aMECTUTENbHOM No-
YeUyHoI Tepanuu, UTO He NO3BONANO OTKNAAbIBATL Nepe-
Boa 6onbHbIX B NpodunbHble OTAENEeHWA. Y NauMeHToR
e 6e3 KanMHuuyeckn ouesuaHbix M3 & BonbliMHcTBE
C/lyuYaes UMEHHO [laHHble MOpPGONOrMUEecKoro uccneso-
BaHWA MOYEYHOM TKAHW MO3BOAANM HANPaBMTb AMArHO-
CTMUYECKKMI NoucK B cTopoHy J1M3 1 BbIABKUTL B KOHUEHOM
uTore ocHoeHoe 3abonesaHue.

bBonbHble ¢ HeBepudUUUpOBaHHBIM Mopdonoruue-
CKM MOpar<eHuem nouek BbiIM UCKKUEHBI U3 AaNbHER-
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wero aHanumsa. rpyrlna nccnefoBaHMA KﬂMHHKO—MOpd}O-
NOTHYECKMX BapWaHTOB JOMOJIHEHA NaUMeHTamMKM C nns
M MOpd)OJ"IOFM'—IeCKH noareepH4eHHbIMKW NMOPaXHeHWNAMK
no4vek, HaGJ'IPO,D,aBLLIHMMCﬂ HaMK B APYrvux oTaeNeHWAX
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KAMHUKK. B pesynbTate B rpynny vccnefoBaHWA BOLWIW
128 BonbHbix: 70 myrumH (54,6%) v 58 wenwmn (45,3%)
B eospacte 64,5 nert (o1 17 go 81). Crpykrypa /IN3 & rpyn-
ne UccNefoBaHMA NPeAcTaeneHa Ha puc. 1.

31%__
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0,89%

—] —~
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3,9%
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Puc. 1. Cmpykmypa JI[13 ¢ Mopghonozuvecku sepuhuyuposaHHbIM NOPaXceHUeM MoYex

B npotueononoxHocts obueit rpynne naumeHTos ¢
JIN3 y BonbHbix € MOPPONOTUUECKU MOATEEPHKAEHHDBIM
AuarHosom HepponaTMM OKONO MONOBKMHbBI COCTABUIM
Bonehble ¢ [MA, n nnwe okoio ueteeptr — bonbHble ¢ MM,
uTo OBBACHAETCA OTMEUYEHHbIMK Bbille 0coBeHHOCTAMM
TaKTMKKM B OTHOLWIEHWM BbiNoNAHeHuna Hedppobuoncum.
YacTota ApyrvMx Ho3onormdeckux Gopm cyllecTBeHHO
He pasnuuanace mexay obuleit n uccnegyemoit rpynna-
mu (Tabn. 3). Y Bcex BoNbHbIX C pesKkMMKM BapuaHTamm
(BT v BK), y nogasnawwero 6onbwumHcTea 60/bHbIX €
MM, MI'H3 v A, a Takxe y nonoeuHbl 6onbHbix ¢ MB
1 BOMMUI amarnos /M3 6bin Bnepebie yCTaHOBNEH Mpw
obcnefoBaHnM No NoBoay nopakeHus novek. Bmecte ¢

Tem npu HXJ1/XNT v ITM 70-80% naumenToB 6binm ro-
CMUTANM3UPOBaHbI C YXKe YCTAaHOBAEHHbIM [AWMarHo3om,
1 HedgpobMONCKIo BBINOAHANM C LENblo NOATBEPMAEHMA
NaToOreHeTUUECKOM CBA3M MENIY NOpPa)KeHWeM MOoYeKk M
3abonesaHunem kpoeu. B uenom amarnos JM3 6bin enep-
Bble YCTAHOBNEH Y MaLMEHTOB € MOPPONOTUUECKU BEPU-
duuymposanHoil HedponaTueit 8 68% cayuaes. [Mpu s3tom
K/AVHUYECKMe Npu3Haku 3abonesaHua KPOBU HA MOMEHT
YCTaHOBKM aAnarHosa y 76% scex BonbHbix uccneayemoit
rpynnel oTcyTcTROBanu. Takum obpasom, noutn y Tpetn
HoNbHbIX EAUHCTBEHHOM BO3MOXKHOCTBIO NpUbamanTeca
K auarnozy /N3 asmnace buoncua noukw.

Tabauya 3

OcHoBHoI#1 gnarHos B 06ueii rpynne 6onbHBIX, B rpynne ¢ mopdonoruyeck sepudrLUMpoBaHHBIM
nopareHrMem noyex, u nepsu4HaA guarHoctuka /M3

Yucno bonbHbIX W3 HUX rocnuTanunaun- M3 Hux BnepBble

Bcero 6onbHbix B rpynne mccneno- POBaHbI YCTaHOBNEH AMArHO3
LwvarHos BaHWA c anarsozom /M3 nn3

abc. % abc. % abc. % abc. %
MM 129 50,9* 30 23,4% 4 13,3 26 86,6
MB 8 3,1 6 4,6 3 50 3 50
bTL, 1 0,4 5 0,8 0 0 1 100
HX/XNN 25 212 15 10,1 9 69,2 4 30,7
M 3,1 5 39 4 80 1 20
BK 1 0,4 i 0,8 0 0 1 100
MnA 62 24 558 58 45,3%* 57 29,3 41 70,6
BOMMT 4 1,6 4 3: 2 50 2 50
MIH3 15 50 10 7.8 2 20 8 80
BCEIO 253 128 41 32 87 68

*n<0,05 (paznuyus mexdy yucaom boneHeix ¢ MM & obuweli 2pynne u 6 2pynne ¢ mopgonoaudecku

nodmeepmoeHHbiM duazHO30M);

*n<0,05 (paznuvyus mexcdy yucaom bonbHeix ¢ [TA 8 obuweli epynne u & 2pynne ¢ Mopghonozudecku nod-

meepHOeHHbIM duazHo3om).
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Mosogom 4AA TOCMUTAIMZAUMK B HeDPONOrMUEeCKHi
CTAUMOHAP M BLINOAHEHMA GUMOMCHK MOYKKM MOCAYHWAM
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Hannune HedpoTuueckoro cuHgpoma (HC), mouesoro
CHMHAPOMA W/WMAK HapyweHua GyHKUMK nodek (Tabn. 4).

Tabnuua 4
YacToTa OCHOBHBIX CMMNTOMOB NOpParKeHMA NoveK
NPW pasnn4HbIX Hosonornveckux ¢popmax /N3
O oty HapyweHwne Mz Hmx HC +
Bcero HC byHKUMK notpebHocTs | HapyweHue
Hadiiod BonbHbIX A nouex B 3MT dyHKUMK
abc. % abc. %o abc. %o abc. % abc. %
MM 30 11 36,6 e 63,3 18 60 6 33.3 8 26,6
MB 6 2 33,3 4 66,6 4 66,6 o = 4 | 66,6
BTL| 1 1 100 = = = = = = = =
HXJ1/XNN 13 < 69,2 4 30,7 10 76,9 3 333 3 23
JirM il 20 4 80 2 40 = = 1 20
BK 1 = = 1 100 = = = = = =
MnA 58 9 15,5 49 | 844 31 53,4 4 129 | 22 | 213
BEOMMI 4 al 25 3 75 75 0 0 1 25
MIH3 10 6 60 40 80 = 37,5 33,3
BCEIO 128 40 31,2 83 68,7 76 S 16 Aals) 44 34,3
M3 npeacTaBneHHbIX AaHHbIX BUAHO, UTO B MCCAedye- ayToncuidHoro matepwana. B oTgenbHbix cnyvasax Bbi-
moit rpynne BonbHbix noutn y 70% Ha MOMEHT BbiNo/He- MONMHAMW NOBTOPHble BUONCHKU NOUKKM MAM NPOBOAMNK
HUA Buoncun nNouku mmenca passepHyTbiil HedpoTHue- nccnegoeaHvne Kak BUONCMIAHOIO, Tak M ayTONCUIAHOTO
CKMiA cuHapom, y 60% Bbina HapyweHa dyHKUMA nodek, matepuana. [lpM ructonormueckum MccnegoBaHWKA Mo-
npuuem 8 20% cnyuaes Tpebosanoce npoeenexue 3I1T, ueunoi Tkanm CM nposogunu y scex 6onbrbix, UO/UTX
a y Tpetu BonbHbix Mmenock couetanme HC u noueunoi BoinonHersl 8 107 cayuasax (90,6%), 3M — e 11 (9,3%).
HegocTtatouHoctu. Mpu stom HC npeobnagan y Gonbhbix Y 10 bonbHbix ¢ [TA gnarHocTMKka ammnoMaosa M ero Tu-
c bK, NA, JITM, MB u MM, a HapyweHue byHKUMKM NOYEK MMPOBaHUE OCYLLECTBAAJMCL HAa OCHOBaHuM buoncun
¢ Hanbonee ebicokoW yacToToi Habnoganoce npu MIH3, MeyeHW, KOCTHOTO MO3ra, KMLIEYHWKA, C/IIOHHbIX Kenes,
HX/XNN, BOMMWI, MB u MM. Kombunauma HC u noueu- NMMPaTUIECKMX Y3108 1 MbILLLL.
HOW HeJOCTaTOUHOCTU OKaszanack Hanbonee xapakTepHa MapanpoTeuHemuueckne Hebponatum  BCTpeda-
ana MB u B Heckonbko MeHbluel cTeneHn — ana MA. nuce Bonee uem B Tpu pasa yalle, Yem NopaXKeHws, He
Mopdonornueckuit anarHos B nogaenawowem bone- CBA3aHHble ¢ Aenozwumei napanpotewHos (77 u 23%
wuHctee cnydaee (y 118 GonbhHbix, 92,1%) ycTaHosneH cooteercteerHo). MMpu 3tom 3Hauumo npeobnagan Al-
npv UCCNeA0BaHUK NOYEUHOR THaHU. M3 Hux y 111 (94%) amunounaos (62,6% cnyuyaee), Toroa Kak ocCTaNbHble Ba-
maTepuan 6bin nosydyeH Npu NYHKUMOHHOK Buoncum PMaHTbI Kak OPraHM30BaHHbIX, Tak M HEOPTraHWM30BaHHbIX
nouKkun, u nuwe B 7 caydanx (6%) amarHos nogreepaa- [erno3nToB NapanpoTeMHOB AMarHOCTMPOBaHbl C YacTo-
MU TONBKO Ha OCHOBE MMCTOMOTMUYECKOro WMCC/efoBaHusA Toi o1 5,2 o 0,7% (1abn. 5).
Tabnuya 5
Mopdonoruueckue sapuaHTel HedponaTuii
C genosutamu napanpotemHos (n=103; 76,9%)* bes genosuToe napanpoteuroe (n=31; 23,1%)*
OpmHFHB:SB;HSI-I;ISI}?}EI:‘D3MW HEDpraI-Ezig;?g:-lgt:}lﬁe}*Aan3MTbl ﬂapaEi::;;;a;'T;;;ar:Kue ﬂpOHHE [n=18; 13’4%)
Al-amunonpos MembBpaHosHan Hedponatua UL L TR R T
(n=84; 62,6%) BonesHb OTNOMKEHMA Nerkmx uened (n=5; 3,7%) HTf:;\;b;f};'}Lﬁ";m
(n=7; 5,2%)
AH-amunowmgos IH ¢ nonyayHuamm TyBynOMHTEPCTULMANBHDIA HedpUT
(n=1; 0,7%) (n=2; 1,4%) (n=3; 2,2%)
u”““?ﬁfg?;ﬁ.‘;ﬁ%nm“ﬂ TH ¢ genozutamm IgM (n=2; 1,4%) QDH?JEE%;E}EE%:;HMM ﬂu¢¢v3|{-&:lzi:1§'¢é9péc;cmepua
KpuorobyamHemmueckuii TH MNlH ¢ genosuramm MUHMMENbHBIE M3MEHEHWA Ab-amunongosz
(n=1; 0,7%) lgA/lgG (n=3; 2,2%) (n=2; 1,4%) (n=3; 2,2%)

*n<0,05 (pazauyua mexdy sapuaHmamu ¢ denozumamu napanpomeuHoa u bes Hux);
¥¥p<0,05 (paznuuua mexwdy sapuUAHMAaMU € OP2AHU30B8AHHBIMU U HEOP2OHUZ08AHHbIMU denosumamu).
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Cpegu HenapanpoTEMHEMMWUECKUX BapWaHTOB He-
bponatum uawe escero BboiABNANAcL crneuuduueckan
MHOUABTPaUMA nodedHoi Tanm (MM) — 5,9% cnyuaes.
Obpawaer Ha ceba BHMMaHWe, YTO B ABYX Cayvanax ob-
HapyxeH [TH genosuramu IgG (MMH-1gG), vssectHoIN B
sapybexHoi nutepatype Kak 6onesHo Nasr, 1 B ogHOM
cnydae — ¢ MOHOK/JOHanbHeiMm genosutamu IgA (MIH-
IgA), onucaHHbIM K HacToALEMY BPEMEHU B eAMHUYHBIX
HabntogeHuax.

CnegyeT OTMeTHTL, YTO ¥ 5 GosbHBIX Bbino obHapy-
KEHO COUYETaHWME HECKO/bKMX TUMOB MOPaXKEeHWA MOYEK.
Tak, y naumerdta ¢ MM no gaHHbimM BMOMCUKM NOYKM Bbl-
ABNeHa uMnnHgpoean Hedponatva (UH) n BonesHe omno-
wenua nerkmx uenei (BOJIL), a npn nccnegoeannn ay-
TOMNCcKMAHOTO Matepuana cnycTa 2 rona obHapyxeH Takxe
amunownzos. Y gpyroro naumenta ¢ MM Buoncua noukm
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ebifauna couetanune UH v Al-ammnonaoza. ¥ naymeHTkn
¢ B-knetouHoit numdomoin mapruHanbHo 30HblI 0bHa-
pyeHbl ogHoBpemeHHo membpanoznaa Hebponatua
(MH) v numbounaraa WM. Ewe y ogHoi BonbHoW ¢ anm-
TenbHbIM TeueHrem B-kneTouHoi Aumdombl M3 Menkmx
KNeTOK Npu GMONCKUM NOYKK, BbINONHEHHOW Yepes 5 net
nocne aebiota 3abonesanna, NPoOTEKaBLLErO C INU3040M
ocTpoi noveuHoi Hegoctatounoctu (ONMH), oBHapykeHa
cneunduyeckan numdomaraa MM Ha pore anddysnoro
Hedpockneposa (AC). Ewe y ogHoM naumeHTkM Bes kam-
HMUECKM ouepueHHOro remo61acTo3a UMeNo MecTo code-
Tanue BOJIL v Al-amumnougoza.

Mpu conocTagneHnu KAMHWIECKUX U mopdonoruue-
CKMX AMArHO30B OKa3anoCh, YTo Uuenbiit pag mopdonoru-
UECKUX BapMaHTOR BCTPEYAETCA NPU HECKOMbKUX HO30/10-
rmuecknx opmax (tabn. 6).

Tabauya 6

YacroTa OCHOBHBIX CUMMTOMOB nopaxeHWa No4Yek NpUA pasiIUYHbIX HO30MTOTMYECKHMX ¢0pMEI)( nns

Knuuunueckuii anardos/ MM | MB | BTU HXN/ M BK MnA BEOMMWI | MIH3
mopdonorus X/
AL (n=84) T - - L5 1 -
amunongos (n= 27% | 1,1% | — _ = 1,1% | 69% | 1,1% -
_ _ 1 - - = = = =
AH- i)
amunongos (n=1) . ~ 100% _ _ _ = = =
c - - - = - _ = =
H (n=5
LA 100%] - | - - - = = =
— 1 = = — = = = -
KIH (n=1
(=] 100%
3 | - | - = = | s &l =
BO/L, (n=7
thin=7l a%| - | - - - =0 = =
FH-IgM (n=2) e - = — - -
gV {n= - |100%| - - - B - -
MrH-IgG/IgA (n=3) Sl : - S - :
BallgA e 33% - = - 66%
= 1 = 2 - - - = 2
MH (n=5)
- | 20% | - | 40% = = || = = 40%
- _ ~ _ _ _ = — 2
IH ¢ noaynyHuamu (n=2) ~ _ _ _ = = = - 100%
_ 1 = - 1 = = = 2
®CIC (n=4
(n=4) 25% 25% = = = 0%
_ . = = 2 - = = -
BMW (n=2)
= = = = 100% | - - -
1| - | - 7 = = =
U (n=8
=4l 13% | - | - | 87% - - | - - -
i = = 2 - = - - 1
TWH (n=3
(n=3) _ _ _ 66% - = - — 33%
T 2 = = = 1
[C (n=4)
5% | - | - 50% - - | - - 25%
m w - - - 1 2 - - = =
-aMunonaoos \n=
A - - = 33% 66% - - = =
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Tak, AL-ammnongos, epicTynaswuii 8 OoNbLWMHCTBE
cnydaes (69%) Kak camocToaTenvHoe 3abonesaHne — 10
ectb [A, B UeTBEepTH CNYYaeB OKa3biBANCA OPraHHbIM
ocnoxHennem MM, v B8 egnHnuHbix caydanx 6bin obHa-
py:#eH npu MB 1 BOMMTI. B ceow ouepeanp BOJIL BcTpe-
Yanach He TOMBKO Kak «camocToaTenbHoe» 3abonesanue
BEOMMI, HO NpaKTMUYECKW CTOMb e 4acTo OC/OMHANS
MM. MH 6rina spiABneHa Kak y nauventoe ¢ HX/1/X/1/1,
Tak u npn MB, 1y 6onpHeix ¢ MITH3 ¢ pasbpocom ot 20
80 40%. To e camoe KacaeTcA GOKaNbHOrO cermeHTap-
Horo rnomepynockneposa (PCIC), nonoewHa cnyvaes
koToporo npuxoantca Ha MIH3 v no ueteept — Ha MB
n JITM. CxogHeim obpazom pacnpegenvance Caydau
MrH-IgG/IgA, TyBynountepctrumancHoro Heppura (TUH)
m AC, u pawe AA-amunongos 6bin sbifABNeH y nauu-
eHToB He TonbKo ¢ JITM, Ho u HXJ1. B To e epema AH-

Ne 302014

amunongos, UH, kprornobynmHemmueckmia TH (KFH), TH
¢ genosutamm IgM (TH-IgM) v BonesHe MUHMMaNbHBIX
nameHenn (BMM) okasannce CBOMCTBEHHBI MWL Ka-
Koi-nmbo ogHoi Hosonornueckoin gopme /M3,

Takum e obpazom npu BonblwMHCTBE HO30NOTMYE-
ckmnx popm /M3 obHapyxuBanu pasnuuHslie mopdonoru-
ueckue papuanTel (cm. Tabn. 6). Y BonbHbix ¢ MM vawe
Bcero eoiAenaam Al-ammnongos (puc. 2), HO BCTpevanwm
Tarme UH (puc. 3), oTHocuTenbHan pefKocTs BbiABAEHMA
KOTOPOM 0BBACHAETCA Tem, UTO 3TOT BapWaHT MOBPEM-
Aenua Habnwopgaetca npu Gonblwo macce onyxonu w
npotekaeT ¢ Taxenoi OfH, uto 3auacTylo He nossonaet
BbINONHMTE Hedpobuoncuio, a Takke BONL, (puc. 4, 5),
nnasmoknetounaa MM u AC. NMpu MB 6bin eoiAeneH He
TonbKo cneuudmunblit ana storo 3abonesanua TH-IgM
(puc. 6,7), Ho v KIH (puc. 8), AL-ammnongosz, MH n ©CIC.

Puc. 2. Al-amunoudos,
okpacka KoHzo-kpacHeim. x250

Puc. 3. lunuHdp-Hegponamus,
okpacka PAS. x250

Puc. 4. bone3Hb omaoxceHUA nezkux yened,
okpacka PAS. x250

Puc. 5. bone3Hb omaoxceHuA nezkux yened.
HmmyHoaoopecyeHyua ¢ aHmumenamu
K nezkum yenam kappa. x400
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Puc. 6. lnomepynoHeppum c denozumamu IgM,
okpacka Masson. x400

Puc. 7. [nomepynoreppum c denozumamu IgM,
371eKMPOHHAA MUKPOCKOMUA

Ona GonbHeix ¢ HX/XN Haubonee xapaktepHoi
6bina numdounaHaa UM (puc. 9), Ho B OTAENbHBLIX CAyYa-
Ax obHapyxueanuce Takke MIH-1gG/1gA, MH, TWH, OC u
AA-amunonno3.

Puc. 8. KpuoenobynuHemuyeckuti
anomepynoHehpum, okpacka PAS. x250

Ne 30°2014
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k3 i ) Ay

Puc. 9. JlumpoudHas uHgpunempayus,
okpacka PAS. x100

Y nayuentoB ¢ MIH3 BapuaHThl NoOpaxeHua nouek
6binn HanbBonee mHorouncneHHbimu: MIH-1gG/IgA, TH c
nonynyHuamu, MH, ®CIC, TMH u AC. U Tonbko npu MA,
BTL v BK nopakeHusa nouek okazanucb og4HOTUMHLIMM.

BblBOAbI

1. boneHble ¢ numdbonponudepaTMBHBIMU U NI33MO-
KNeTouHbIMK 3aboneBaHuAMKM cocTaBunK 2,6% B CTPYKTY-
pe NauueHTOB CnelnanM3MpoBaHHOro Hedponoruyecko-
ro ctaumoHapa, y 2/3 6onbHbix ¢ J/IM3 ocHOBHOR AMarHos
6bin ycTaHoBNeH npu obcnefoBaHKK NoO NOBOAY NOpaxke-
HWA NO4YeK, B NOMOBMHE CAy4aeB XapaKTep NopaxeHua
nouek notpebGosan mopdonorvueckoil BepudrKaumn.

2.Y 70% naumenTtos c /I3 1 nopareHmem Nodek, KoTo-
poe TpeboBano mopbonorueckoil eepudmKaLMmn, MMenca
HehpoTUYECKMA cuHapom, y 60% — HapyleHue dyHKUWK
no4eK, Uy TpeTh BobHbIX MMeNoch codeTaHue HedpoTUYe-
CKOTO CMHAPOMa M NOYeYHOi HegoCTaTOuHOCTH.

3. inarHos /N3 6bin ycTaHOBNEH BNEPBbIE Y NalUeH-
ToB ¢ MopdonorMueckn sepudruunpoBaHHoi Hedponatu-
et noutn B 70% cnyuaes. Y 3Tnx BONbHBIX KAMHUUECKKE
npyzHaKkKn 3aboneBaHWA KPOBM OTCYTCTBOBAIM, M UMEHHO
cneyuudUIecknii xapaKkTep nopaxeHua nodek obycnoe-
AVBaN LeneHanpasneHHbl 4MarHOCTUYECKHMIA NOMUCK.

4. Cpeau 6onbHbix ¢ N3 1 mopdonornueckn eepu-
dUUMPOBAHHBIM NOPAXKEHWUEM MOYEK MOJOBUHY COCTaBU-
AW NAUWeHThl C KNEePBUUHBIMY aMWIOUA030M, U YeTBEPTh
— NaLMeHTbl C MHOMEeCTBEHHON MMeNomMOoH.

5. MaponpoTenHemunueckue HedponaTun BCTpeda-
nuce Bonee uem B TpKW pasa Yalle, YeM MOPAKEHUA, He
CBA3aHHble C Aeno3uuuneid NapanpoTerHOB, B UeomMm
MopdonorMueckunii cnekTp erkYaeT 15 paznuuHbIX Ba-
PMaHTOB KaK MMOMEPYNAPHbIX, TaK W TyByNOMHTEPCTULM-
aNbHbIX NOBPEXAEHWH.

6. bonbwwHcTBO MOpPdONOrMUECKMX BapUaHTOB
BCTPEYanUCh MPU HECKOJbKMX HO300TMUECKUX dopmax
JMN3, v NouTK NpM BCex HO3010TMHECKUX GOopMaXx BblABe-
Hbl paznuUHble MOPhONOTMUECKUE BAPUAHTDI MOPAXEHNA
novek. MIckntoueHne cocTasNAT NMLUb «NepBUYHbIA» AL-
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aMWUI0MA03, UMAMHAP-HedpOonaTMA MNPU MHOMKECTBEH-
HOM MWenome W romepynoHedput ¢ genosutamu IgM
npu makpornobynmenmun BanogeHcrpema.

7. OuarHocTrka nopaxeHuin nouek npu JM3 npu Ha-
JIMUMK MPU3HAKOB [MOMEPYIAPHOTO MOPAMEHUA M Mo-
YeUHOW HEeLOCTAaTOUHOCTH HEeYTOUeHHOro reHesa Tpebyet
mopdonornueckoin sepudmrKraLmUm M AeTanbHOIO remaTo-
nornyeckoro obcnegosaHus.

8. B cnyuanx, korga wmetotca mopdonorvueckme
MPU3HaKKM MNapanpPoOTEMHEMMUECKOTO TMOBPEKAEHWA, HO
HeLOCTaTOUHO KPUTEPHEB A/1A AMArHOCTUKKM remobnacTo-
33, MPaBOMOYHO NPUMeHeHMe NOHATMA «MoHOKNOHab-
HaA raMmanaTia C MoYeYHbIMU NOCNEACTBUAMMY,

9. YumnTbiBaA CAOMKHOCTE M MOrpaHMUHOCTL npobne-
Mbl, a TakxKe HeobxoanmocTe oaHOBpeMeHHoro Hedpo-
NIOTMYECKOTO M remaTonorudeckoro obcnegosanuin u
KOMIIEKCHOM OLEHKM, BEEAEHHOE B NOC/1eAHHWE roAbl No-
HATWE remaToHedPONOTKA, TaK e, Kak U OHKo-Hedpono-
rMA, NpeactasnfeTca 060CHOBaHHBIM M HeObXoAMMbIM.
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