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MEMBPAHO3HO-ITPOJIM®EPATUBHBIN
IMIOMEPYJIOHE®PUT

BonbIIMHCTBO AETCKUX M IOHOLIECKUX CIydyaeB
MeMOpaHO3HO-TIPOJH(EPaTHUBHOTO TIIOMEpyIoHehpH-
ta (MIII'H) sBnsrotes nauonatuyeckuMu. Bropud-
HbIe (POPMBI, TTPeolIagarone BO B3POCION MOITYJIs-
IIUH, CBSI3aHBI WK ¢ KpuortoOyimnHemuerd wim HCV
uHdekuuei (tabn. 7). Y npumepHo 50% nauneHToB
oTMeuaeTcsi 1100 HePPOTHUECKUH YPOBEHb IPOTEH-
HYpHH, 1100 sSIBHBII He(POTUUECKUI CUHAPOM, acCo-
LMUPOBAHHBIN ¢ FeMaTypHel, TMIIEPTEH3UEN U YMEPEH-
HBIM yXYILEHUEM (yHKLIHUHU HOYEK.

ITaTtorenes

Cuuraercs, uro B natoreneze MIIT'H tuma 1 oc-
HOBOM SIBJISIETCS ITIOMEPYJISpHAs IEMO3ULUS UMMYH-
HBIX KOMIIJIEKCOB M3 MHUKPOLMPKY/ISILUK. IMMyHHbIE
KOMIIJIEKCHI TIPEMMYLIECTBEHHO JIOKAJIU3YIOTCS B Me-
3aHTUM U CYOIHIO0TENNaIbHOM ITPOCTPAHCTBE.

Tabnuuya 7
BropuyHbie ¢popmbl MITH

UHpekunn
XpoHuyeckue renatntel B n C, 6aktepuanbHblie 9HO0KAPAMUTDI,
MHOULNPOBAHHbIE XEeNyA04K0-NpeacepaHble LWyHTh, nenpa,
manapuvsa, mukonnaama, BNY

AyTOMMMYyHHbIE 3ab60J/1eBaHNs
CmewaHHas kpuornobynmHemuns, CKB, peBmaTonaHbii apTpuT,
cuHapom CberpeHa

3510kayecTBEeHHbIe HOBOOOPa30BaHUS
JNnmdombl, nenkemmun
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MMMyHHBIE KOMIUIEKCHI aKTUBUPYIOT KOMIUIEMEHT
4yepe3 KJIACCUUYECKUM MyTh, BEAYLUIUMH K MeHepaluu
xeMoTokcuueckux paktopos (C5a), oriconnHos (C3a)
u MeMmOpaH atakytoriero komiuiekca (C5b — C9). Xe-
MOTOKCHYECKHE (aKTOPbl OMOCPENYIOT HAKOIUICHHE
JICUKOIIUTOB U TPOMOOIUTOR. JISHKOLIUTHI BHICBOOOXK-
JIAl0T OKCUAAHTBI U TPOTEa3bl, KOTOPbIE OMOCPETYIOT
MOBPEKACHUE KalUIIIPHON CTEHKH 1 BBI3BIBAIOT IPO-
TenHypH1o. LIUTOKMHBI U paKTOpBI pocTa, BHICBOOOXK-
Jlatonirecs Kak 3K30M€HHBIMU, TaK M 3HJOT€HHBIMU
[JIOMEPYJISIPHBIMU KJIETKaMU, TPUBOJIAT K ME3aHI M aJTb-
HOH nposndepaluy 1 SKCIaHCHH MaTPHKCA.

[MaToduznonoruueckas ocnopa MIII'H cesizana
C HEKOHTPOJIUPYEMOM CUCTEMHOM aKTUBALIUEN AJIbTEp-
HaTUBHOTO MyTH Kackala KOMIUIEMEHTa. Y HEeKOTO-
PBIX MALMEHTOB yTpaTa Peryysiliii CUCTEMbBI KOMILIe-
MeHTa BbI3bIBaeTcs C3 HeppuTHIeCKUM (HaKTOpOM —
ayTOaHTUTEJIOM, HalpaBiIeHHBIM MPOoTUB C3 KOHBEp-
Ta3bl aJIbTEPHATUBHOIO IyTH. BbIIO HalIEHO, UTO ro-
MO3HMTIOTHBIN Aepunmt dakropa H — pactBopumoro
peryisiTopa CUCTEMBI KOMILIEMEHTa, 00pa3yloniero-
cs B MeveHu, yacto accounuponad ¢ MIIT'H Tuna 2.

Bricokast yactoTa peluaANBOB B TOUYEUHBIX TPaHC-
IJIAHTAHTaX MOATBEPKAACT POJIb YUPKYAUPYIOUIE2O
¢axmopa B naroreneze MIII'H tuna 2.

ITaTosiorus

CBeToONTHYECKH MOBPEXKJICHUS XapaKTepU3yIoT-
Csl PU3HAKaMK Me3aHT HaTTbHOM MPOoJ(epaIv U yToJl-
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[IEHHEeM MeMOpaH KanIIsIpoB KIIyOOUYKa BCIEICTBHE
Hamuust nepuepruueckux MIMMYHHBIX JIEMIO3UTOB Ka-
MWUTSIPHON CTEHKU U YCUJIEHHS KOHTYpa («TpamBaii-
HBIE PEJIbChD») MIOMEPYISIPHBIX 0a3anibHBIX MEMOpaH
(I'BM). Kaxaplii U3 3TUX NMPU3HAKOB MOXET OBITh
BBIPAXEH B pa3iluM4HOl creneHu. IIpu nanonaruuec-
koM MIIT'H nponudepanust UMeeT TUIIUYHYIO €TUHO-
o0paznyto ntuddy3Hyto Gopmy, B OTIIMUKE OT HEPErY-
JSIPHOM BOBJICYEHHOCTH B TpOLiecc, HabmoraeMol pH
npoaugepaTUBHON (opMe BOIYaHOUHOTO HepuTa.
[TomyayHust MOTYT OBITH KaK MPU UAMONATUYECKOM,
TaK ¥ MMp1 BTOpUUHOM BapuaHTax. [Ipu nporpeccupo-
BaHUM TIOBPEXIEHUH HaOMI01aeTCsl yMEHbIIIEHUE Kie-
TOYHOCTH, HAaKOTIJIGHWE MaTpHUKca WU, PH JITUTEIb-
HOM TEUEHMH, HapacTaHUe MPU3HAKOB CKIEPO3UPOBaA-
HUS.

[To3ske, Mo Mepe nporpeccupoBanusi 3a00JIeBaHMS,
BBISIBJISIFOTCSL TYOyJIsipHasi aTpoQusi, HMHTEPCTUIIAIb-
HBII U cocyaucThIi Hhrudpo3.

MIII'H tuna 1 (Me3anrnoxanumispusiii I'H; 80%
ciyuaeB MIII'H) ynerpacTpykTypHO XapakTepusyer-
cs cyOaHI0TeIMaTbHBIMH UMMYHOKOMIIEKCHBIMHU
OTJIOKEHUSAMHU, KOTOpPbIE B CBOIO OuYepe/b CTUMYIIH-
PYIOT periMKanuo MaTepuaia 6a3anbHoil MmemOpa-
HBI ¥ HEKOTOPBIX CYOAUTENHATBHBIX JIETIO3UTOB.

Hmnst MIIT'H tumna 2 (6071€3Hb MIOTHBIX JEMO3U-
ToB; 10-20% ciyuyaeB MITHI") natTorHOMOHUYHBI UH-
TpameMOpaHO3HbIE IMJIOTHBIE JEMO3UThl BHYTpPHU Oa-
3aJbHOM MeMOpaHbl KITyOOUKOB, KaHaJbLIEB U KarlCcy-
abl boymeHa.

[Tpu MIIT'H tna 1 ”MMYHOTHCTOIOTHYECKH OT-
MEUalOTCsl Me3aHTHaJbHOE M CyOdHI0TEeNNaIbHOe
OKpalllMBaHue IpaHyJsIpHBIX oTiokeHui Ha IgG, M, Clq
u C3, a takke Oosiee cinaboe u BapuadeIbHOE OKpa-
mvBanue Ha IgA u ¢ubpunoren. B cinyuyae MIII'H
THIIA 2 HAXOJIIT ICTIO3UTHI BIIOJIb TeprdepruuecKuX rio-
MEPYISIPHBIX ¥ TYOYJISIpHBIX 0a3aibHBIX MEMOpaH.

IIpornos

MIIT'H Tuna 1 uMeeT TeHASHIUIO K MEIJICHHOMY
MIPOTrPECCUPOBAHMIO C HE3HAYUTEIBHBIM KOJTHYECTBOM
CHOHTaHHBIX peMuccuid. Coold1anoch, 4YTo AECATH-
JETHSIST BBDKUBAeMOCTh cocTaBisteT 50%. [ToBTopHas
Ouoricusi, MpoBeJieHHas Mocie JIMTEIbHOT0 Kypca
Tepanuu, JOKYMEHTHPOBaJla PErpeccuio Me3aHTHoKa-
MUUISPHBIX IOBPEXACHUI, HO € YaCTOM IEPCUCTEHLU-
€l Me3aHIMAJIbHOU THIIEPKIIETOYHOCTH.

MIIT'H Ttuna 2 o6b4HO npoTekaeT Oosee arpec-
cuBHO, yeM MIIT'H Ttunma 1. Xots1, npumepno y 20%
nanuedToB ¢ MIII'H tunma 2 moxeTr HaOII0OAaTHCS
OTHOCHTEITLHO cTabuIbHOE Teuenue. bonee 6naronpu-
STHBIM PE3yJbTAaT CBOMCTBEHEH MALIMEHTAM C ACHMII-
TOMaTUYECKON remMaryprei U cyOHeppoTHIeCKOU Mpo-
TEHMHYpHEH, KOTOpble UMEIOT (OKaIbHbIE U YMEPEH-
Hble MeMOpaHonponaudepaTUBHbIE NPU3HAKU TPH

Tabnuua 8
3aboneBaHus, CBA3aHHbIE C MTOMEPYSPHbIMU
oTnoxeHnsamu igA

lMepBuYHBbIE NMPUYNHBI
— IgA HedponaTus
- Nypnypa LWeHnanH-TeHoxa

BTopu4Hble NPpUYNHbI
— 3aboneBaHuns NevyeHn: aakorosbHbIA UMppPo3, renatnt B, xpo-
HUYECKNI LINCTO30MaTo3
— 3aboneBaHnNs KULIEYHUKA: LeNnakms, XPOHNYECKNIA A3BEH-
HbIA KonuT, 6one3Hb KpoHa
— 3aboneBaHns KOXn: repneTndopMHbI AepMaTuT, ncopuas
— 3aboneBaHune nerkux: capkonaos, remocnaepos, KUCTO3HbIN
dunbpos
— Onyxonu: kapuMHOMa NIerkoro, ropTaHu, NMoaXenyao4HON Xe-
nesbl, GYHronaHbln MUKO3
— CUCTEMHbIE MMMYHIblE PACCTPOMCTBA: NMCOPUASHbLIA apTpUT,
AHKWN03MPYIOLLMIA CNOHAUNNT, CUHAPOM CberpeHa, CUHOPOM
BexyeTa, cuHapom PeiTepa, damuibHas MMMyHHast TPOMOO-
LMTOMNEHNS.
— BaboneBaHus, coyeTaloLmecs ¢ IgA HegppuTom: 601e3Hb MU-
HUManbHbIX N3MeHeHnn, ANCA-NO3NTUBHLIV BACKYNuUT, Ana-
6eTnyeckana HedponaTusa, mMembpaHo3Has HedbponaTus,
rpaHynemaTtos BereHepa.

Heppoduorncuu. MIII'H penmauBupyer B moueqHbIX
TpaHcIutanTaTtax ¢ yactoro 20-30% npu tune 1 n
80—-100% npu Tune 2. OpHAKO KIMHUYECKAs 3HAYU-
MOCTb PELIMJUBUPOBAHMS YMEPEHHA U MEHee YeM B
10-20% cny4aeB pequauB OTBETCTBEHEH 3a OTTOP-
KEHUE TPaHCIUIaHTaTa.

IgA HE®POIIATUSA

IgA nedpponatus (IgAH) — mezanruonponudepa-
THBHBIH [IOMEPYI0HEPPUT, IBISIOIIHICS HanboJiee ya-
CTBIM IJIOMEpYJISAPHBIM 3abonieBaHreM. B monasisio-
meM OoJbIIMHCTBE cinyvaeB IgAH — nepBruyHoe n30-
JupoBaHHOe 3abojeBaHKe MOYeK. TeM He MeHee
uMeeTcd HeMaslo KIMHMYECKHEe CUTYalui, KOTOpbIE,
MO-BUIUMOMY, TIpepacnoaratoT Kk BropuuHor IgAH
(tabn. 8). Knuunueckue nposiBieHus nepBuiHoi IgA
HedponaTtur 0OBIYHO BOSHUKAIOT BO BTOPOM HITH Tpe-
TheH JeKaie )KU3HH, TPEUMYILECTBEHHO Yy JIMIl My»KC-
KOro ToJia.

[TpubmuzurtensHo y 40-50% nanueHToB umMeeTcs
peLHIMBHUPYIOLIAs MaKpOCKOMMYECKas reMarypus,
KOTOpasi 00BIYHO coyeTaeTcs: ¢ MHpEeKIMei pecrnupa-
TOPHOTO TpakTa. ACHMITOMAaTHYecKas reMatrypus c
nporerHypuel nim 6e3 Hee otmevaercsi B 30-50%
cinyyaeB. HeppoTuueckuii cHHAPOM MMEET MECTO
TONbKO y 5% Bcex OonbHBIX ¢ IgA u Gonee xapakrte-
peH Juist AeTel U OAPOCTKOB.

IIaTorenes

[ToreHnuanbHbIe MEXaHU3MBI, JIEKAIe B OCHOBE
Jero3uuy IgA u nporpeccuu nopaxeHust movex, npe-
CTaBJICHBI HA puUC 3.

VY nropeit mpoayuupyeTcs ABa U30TUIIA HUMYHOT-
nobynuHa A noakiaccoB IgA 1 u IgA 2. Ilna3maru-
YeCKHE KJIETKH, aCCOLUMPOBAHHBIE C TACTPOMHTECTH-
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YBenuyexue cuHTesa
IgA1 B KOCTHOM MO3ry poBaHus IgA1

\ l /

’ﬂenoavum IgA 1 B knybo4ke ‘

/ Mpoaykuns \

LIMTOKVHOB U
akTopoB pocTa

[edekT MMMyHHO
CUCTEMbI CRIN3NCTON

OedbekT rnukosunu-|

CesaasbiBaHue IgA1 ¢
MesaHruanbHbIMu
KneTkamu

CHuxeHne
KnupeHca
IgA1 'L

Mponudepauus
Me3aHr1anbHbIX

KIneTok

Ckrnepo3s
kny6oukoB

Puc. 3. MNMoTeHumanbHble MexaHU3Mbl, 0OycnaBnmMBaioLme rno-
MepynspHyo aeno3unumio IgA n nporpeccuio noyevyHoro 3abo-
nesaHus npu IgAN [Donadio J, Grande JP. 2002; NEJM
10:738-748].

HaJIBHBIM U PECIIMPATOPHBIM TPAKTOM, IPOLYLIUPYIOT
IgAl u IgA 2, Torga kak mia3MaTUYECKUE KICTKU
KOCTHOTO MO3Ta, JIMM(QATHYECKHUX Y3JIOB U CENe3EeHKH
MPOAYLHUPYIOT peumyliiecTBeHHO [gA 1. [momepymsip-
Hble Jieno3uThl IgA B IgAH, no-BuauMomy, OTHOCST-
Csl UCKJIIOUMTENBHO K noakiaccy IgAl.

Havano IgAH moxer ObITh CBS3aHO ¢ MH(EKIHU-
eil pecriupaTopHOro Tpakrta. MmMerouimecs naHHbIE
MO3BOJISIOT IOJIaraTh, YTO UMMYHHUTET CIM3UCTHIX,
KOTOpBI 4acTUYHO ocylecTBiusercs IgA, cHukaer-
cs y nauuentoB ¢ I[gAH. Cumxennslif orBer IgA Ha
AQHTUTeHbI CIM3UCTON MOXKET 3alyCKaTh YBEIUYEeHHE
NPOIYKIMH TTonuMepHol Gpopmbl [gA1 KOCTHBIM MO3-
TOM, YTO MPUBOJUT K HAPACTaHUIO CHIBOPOTOUYHOTO
ypoBHs IgA1l. OnHaKko TOJNBKO YBETMYEHUE MPOIYK-
uuu [gA, no-BUAMMOMY, HEIOCTATOUHO JUIS Pa3BUTHUS
IgAH, Tak kak y manueHToB ¢ [gA-cekpeTupyroieit
MHEJIOMOI HaOJIOIa0TCsl TOBBILIEHHBIE YPOBHU ChI-
BopoTouHoro IgA, Ho penko pazsuBaercs IgAH.

HenaBHue nccrnenoBaHus Moka3aid, YTO UMEET-
cs1 edekT B ranakTozwimpoBanun IgA 1 xak B chiBo-
pOTKe, Tak U B noyke y nanuentos ¢ IgAH. Jledekt-
Hoe ranakto3uianpoBanue IgAl Bo3MokHO Giarozaa-
ps ymeHblieHuto B1,3-ranakro3un TpaHcdepazHoi
AKTUBHOCTH, YTO MOYKET CHM)KaTh MEYEHOUHBIH KJIH-
penc IgA 1 u 3amyckars cBsi3biBaHue IgA1 komriek-
COB C ITIOMEPYIAPHBIMU ME3aHTHaJIbHBIMH KJIETKaMH.
Jeno3utsl IgA1 B Mouke CTUMYNIHUPYIOT MPOIYKIIHIO
Pa3IUUHBIX UTOKMHOB U (PaKTOPOB KIETKAMH MOYKH
Y IUPKYIUPYIOLUIMMH KJIETKaMH BOCIIATIEHUSL, TPUBOJIS
K XapaKTepHBbIM THCTONATOJOIMYECKUM MpPU3HAKAM
ME3aHIHaIbHO-KJIETOUHON Tpoiudepaluy U dKCTpa-
LEJITIOJIIPHOM JETIO3ULIMY B MaTPUKCE.

MesaHruanpHble OTa0kKeHHs [gA yacTo cormpoBoX-
narotcs aeno3utamu C3, 1aBast OCHOBAaHHS 110J1arath,
4YTO CHUCTEMa KOMIUIEMEHTa TaKXKe BOBJIEKAETCS B
MoYeYHoOe MOoBpexaAeHrue. Me3anruanbpHas [gA akTu-
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Baiysa C3, BO3MOXHO, pealn3yercsi uepes ajbTepHa-
TUBHBIN, MAHHO30-CBS3bIBAIOIINI- TeKTMHOBBIA (MBL)
MyTh, ¥ 9TO B 0053aTEJIBHOM TIOPSIAKE BEIET K I'eHe-
paumu C5b-9 komriekca, KOTOpPbIH B CyONUTHYECKUX
KOHIIEHTpAlMsAX MOXET CTUMYJIHPOBaTh Me3aHTHallb-
HbI€ KJIETKH K MPOIYILHPOBAHUIO BOCTAIUTEIbHBIX
MenuatopoB. CyiiecTBOBaHUE (aMHIBHBIX (HOpM
IgAH npennonaraer BoBil€YEHHE T'€HETHUYECKUX CO-
craBisonMx B narorene3 IgA Hedponarun. 3BeHbe-
BOI aHanmu3 reHoMa (genome-wide linkage analysis),
MIPOBE/ICHHBIN B HElaBHEM MYJIBTULIEHTPOBOM HCCIe-
JIOBaHWU TOKa3aJl, 4To Hamuune B 60% BHYTpUpPOA-
cTBeHHOU cBsi3u mipu I[gAH mo 6q22-23 nokycy.

ITaTosi0orus

ITpu cBeTOONTHYECKOW MUKPOCKOIMH U3MEHEHMUSI
MOTyT ObITh MUHUMaJIbHBEL. Hanbomnee 0ObIYHBIM MTPO-
SIBJICHUEM SIBJISIETCSI ME3aHTHallbHasl Mponudepanus,
KOTOpasi MOKET ObITh (hOKaIbHO-CErMEHTapHOW, HO
yacTo ObiBaeT qudy3Hoi 1 rodansHoM. [lomymyHus
MOryT ycyryousitb muddy3Hblii Mezanrrnonponudepa-
TUBHBIN IIoMepyJoHedput. B cpaBHeHNH ¢ ApyruMH
XPOHUUYECKUMH TIIOMEPYIISPHBIMU 3200JI€BaHUSIMH IV10-
MepyI0CKIepo3 ¢ TyOyIsipHOi arpod el 1 HHTePCTH-
uaibHeIM Guopo3om npu IgAH He siBnsiTOTCS Xapak-
TEPHBIMU CBETOONTHYECKUMHU MpPHU3HAKAMHU.

HNMMyHOTHCTOROTHS: Me3aHTHalbHbIe [gA nemo-
3UTHI ABJISIOTCS ONPEAETSIONUM MPU3HAKOM JTaHHOTO
3a0oneBanus. IgA | neno3utsl MOryT UHOTIA HAOIIO-
JlaThCsl B CTEHKAX KalWJUIAPOB IJIOMEPYT M UX MpH-
CYTCTBHUE acCOLMUPYETCSl C HEONIaronpHusTHBIM MPO-
raozom. B OonbmmHcTBe ciydaeB oTioxenue [gM
corpoBoxkaaet IgA. C3 nerno3utbl 00bIYHO BBISIBIIS-
IOTCSl M UMEIOT TaKoe K€ pacripejiesieHue, kak u IgA.
Tak »xe MoxeT HaOMoAaTbCs MO3UTUBHOE OKpallu-
Banue Ha C4 n Clq. Me3aHruanbHble U MapaMe3aHru-
aJbHBIE 3JIEKTPOHHOIUIOTHBIE JIEMO3UTHI SBJISIOTCS
YIABTPacTPyKTYpHBIM TposiBneHueM IgAH. Muorna
MOXKET HaOMoaaThesl POKANIBLHOE HCTOHUEHUE 0a3alib-
HOM MeMOpaH#bI.

JAuddepeHunanbublii 1MATHO3

IgAH nedponatus nomkna ObITh 0TI dEpeHIu-
poBana ot mypiyps! Llennsiin-I'eHoxa.

[Mypnypa Wlennsitn-I'enoxa (Schonlein-Henoch
purpura) XapakTepu3yeTcsi HaIUUUeM CUCTEMHBIX
CUMITOMOB (MEJIKOTOYEUHOH MypHyphl, apTpajiruu,
aboMHHAITBHBIX 00JIeit) 1 MOP(OTOTHYECKUMH H3Me-
HEHUSIMH B TIOYEUHOM OuomnTare, moxoxumu Ha [gAH.
[Tpu Guoncum koxu 60IBHBIX ¢ Mypiypoit LLenmnsiin-
I'enoxa B cocyzmax yacTo HaxosaT Aeno3uTsl IgA. Ha
OCHOBE CEMEHHBIX HCCIIeIOBAaHMH OBbLIIO OTMEUEHO, YTO
nypnypa Llennsitn-I'enoxa u IgAN moryTt ObITH Ba-
pUaHTaMHU OJIHOTO W TOTO K€ MaTOJIOTMYECKOro Mmpo-
necca. OnHako (akTopbl, MPUBOISIINE K CUCTEMHOM
aKTHBaLMK [gA-cofepkaliix IMMYHHBIX KOMITJIEKCOB
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Tabnuua 9

MporHocTuyeckue mapkepsi npu IgAH [Barratt J,

Feehally J. JASN 2005; 16: 2088-2097]

KnuHnyeckune

Mmcronaronornyeckmne

lMnoxoi nporHos

Moxwnnoii Bo3pacTt
OnnTenbHOCTb CUMMITOMATUKM
CyLiecTBeHHast NPOTENHYPUS
MmnepteHsnsa

MoyeyHass He[OCTaTOYHOCTb
YBenuueHne nHgekca Macchl Tena

Xopowuii NporHo3s
PeunamsumpyioLas Mukpockonmyeckas
rematypus

He BnuseT Ha NporHos
Mon

3THOC

YpoBeHb IgA

lMonoxon NnporHos
CBeToorntnyeckast MMKPOCKOMUS
Cnaikun ¢ Kancynom v nonynyHus
momepynsipHbIiA cknepo3
TybynspHas atpdus
MHTepcTnumanbHbini prnbpoa
YTonuweHne CocyamcTom CTEHKN

UmmyHopyopecueHumns
OTnoxeHuve IgA B KanunnspHbix
neTnsx

YnbTpactTpyktypa
MesaHruonmanc
Hedektol TBEM

Xopowuii NporHo3
MuHUManbHble CBETOONTUYECKNE
HapyLleHns

He BnuseT Ha NporHos
MIHTEHCMBHOCTb OTNnoxeHun IgA1
JlononHuTenbHOe OTNOXeHMEe

ro HapacTaHWs MPOTEUHYPUH U YACTO IMpPo-
rpeccupyer BIUIOTh /10 TEPMHUHAIBHOMN TO-
4yeqyHOW HeocTaTouHOCTH. HedpoTruecknit
CUHJIpOM BbIsBIseTCA ¥ 87% MalMeHToB C
Hedponaruei npu quadere tuna 1 u 70% —
npu auabere tuna 2. TepmMuHaabHas oyey-
Has HEJJOCTaTOYHOCTh pa3BUBaeTcs Oosee
yeMm B 75% caydaeB B TeueHue 15 jeT ot
MOMEHTA PErUCTPAIH BHIPaKEHHON MPOTe-
WHYPHH.

IIaTorenes

Juaberndeckas HedpomnaTusi Xxapakre-
pH3yeTcsl HAKOTIIEHHEM DKCTPaLeJUTIONPHO-
ro marpukca (OLM) B rmomepynsipHOM Me-
3aHTUHU U TyOYIOMHTEPCTUIIUUA. ITO MOXKET
OBITh 00BSICHEHO JINCOATAHCOM MEX/TY CUH-
TE30M M Jierpaaanueil KomnoneHtos DM,
BEAYIIMM K MaTOJIOTHYE€CKOMY HaKOTUIEHHUIO
KoJutareHa, GuOpOHEeKTHHA 1 JIAMUHUHOB,

[Matorenes nuabeTnyuecKoi Hepponaruu
cinoxxeH. OH npeArnosaraeT B3auMo ieiicTBre

IgM, IgG, C3

pa3HbIX (HaKTOPOB: ceHEMUYECKUX, 2eMOOU-

npu nypnype Hlenistiin-'eHoxa, nim 10KaIn30BaHHOM
akTuBauuu npu IgAH BbIsBIEHBI HE OBLIH.

[Tpu IgAN, kak npu BOJYAHOUHOM HeppUTE, OT-
MeYaeTcsl 3HaUMTeNbHasl CTENeHb BAPHa0EIbHOCTH TH-
crojoruueckux uaMenenuit. C1q gemno3uTel Xxapakrep-
HBI JJI5 TAMEHTOB C BOJTYaHOYHBIM HEPPUTOM U Me-
Hee yacTo BeLaBistores npu IgAH. Kinunuueckue u
ceponoruyeckue nposisnenus CKB obecnieunBaior He-
00XO/IMMBIE TMarHOCTUYECKHE KPUTEPHUH.

IIpornos

O6bruno IgAH mporpeccupyer MeAIeHHO U Mpu-
BOJAUT K TEPMUHAJIBHOIN I0YEYHOW HENOCTATOYHOCTH
20-30% mnanuenToB B Teuenue 20-25 mert.

l'ucronornyeckas cucremMa OlleHKH HICHTH(UIH-
pyet nuddy3HbIi MpoMdepaTUBHBIN IITOMEpyIoHed-
PUT, cTerneHb M00aJbHOTO MIOMEPYIISIPHOTO CKIIEPO-
3a, MIHTEPCTHLHATLHOTO (puOpo3a v MmomynyHHi Kak Map-
KEpOB HEOJIAronpusiITHOro MpPoruo3a (tadi. 9).

IgAH penmnusupyer B 20-60% TpaHCIIaHTaTOB.
PeunanBupoBanue 3a001eBaHus IPUBOAUT K yXY/IILIe-
HUIO TIOYe4HOH (DYHKIMH M TOTEepe TPaHCIIaHTaTa B
15% ciydaeB, HE3aBUCHMO OT TOTO, MOJYYEH OH OT
TpyIa WIn )KUBOTO JIOHOPA.

JAUABETNYECKAS HE®POIIATHUS

Jnaberuueckas vedponarus (JIH) paszsuBaercs
npuMepHo y 15-20% OGonbHBIX ¢ quadbetom THna 1 u
20-40% nauueHToB ¢ auadberom Ttuna 2. Hedportu-
YeCKUH CHHAPOM SIBJISIETCSI XapaKTepHBIM OCJIOKHE-
H1eM jauaberndeckold Heponaruu. OH OOBIYHO TIO-
SBJISIETCS TIOCJIE JUTUTENBLHOTO MepHo/ia TOCTENeHHO-

Hamuyeckux (TMOBBILIEHHOE CHCTEMHOE U
UHTpArIoMepyJIsipHOE JaBlieHHe, aKTUBALlUs PEHUH-
AHTHOTEH3UH-ANbI0CTEpOHOBON cuctembl (RAAS) c
COOTBETCTBYIOIIUMH F'€MOJUHAMUYECKUMU CIBUTAMH,
HapacTaHWe YPOBHS SHJIOTEINHA U IPYTHX Ba30aKTHB-
HBIX TOPMOHOB), MemaboIu4ecKux paccmpoucms u
OKUCTUMENbHO20 cmpecca ¢ HOPMUPOBAHUEM KOHEY-
HBIX MPOJYKTOB upe3MepHoro rukuposanus (AGEs)
Y aKTUBHBIX KUCJIOPOJIHBIX paauKkaioB (puc. 4).

@dakTOpbl pUcKa, CBsi3aHHble ¢ pasButuem JIH,
BKJTIIOUAIOT BO3PACT, HEEBPOIEOUIHYIO pacy U My»xKc-
KOM IMOJI.

Hanuuue JIH B HEKOTOPBIX CeMbsiX ¢ quabeToM
Kak Tuma 1, Tak v Tuma 2, MpuBeio K MOHUMAaHHUIO TOTO,
4TO eeHemuyeckasi NPEAPACTIONOKEHHOCTh CIIOCO0-
CTBYET Pa3BUTHIO 9TOro 3aboneBanus. [lomumopduszm
TeHOB AHTUOTEH3UHA M aHTUOTEH3UH-1 KOHBEPTUPYIO-
HIero dH3UMa B XpoMocoMme 17 U TeHeTUYEeCKui Je-
(beKT B peryJisiiuy npo Iy KUK [JIMKO30aMUHOTJIMKAHOB

MeTtabonuueckue
akTopbl

emoanHamuyeckue
akTopbl

KupHble k1cnoTbl [noko3a BasoakTvBHblE mnepTteHans
ox LDL ropmoHbI (AHr 11,
QHAOTENUH) /
’ ROS ‘ ’AGE ‘ ’ Monuons ‘ G !
ncTeMHbIE | MHTPaFﬂOMepyJ‘IﬂpHaﬂ|

v v

momepynspHas n
TyNoVHTepCTMUManLHas
naronorus

BHyTpUKneTo4Hble
CUrHanbHble MONeKynbl
(PKC,MAPK, NFkB)
aKTopbl POCTa U LIUTOKWUHbI
(TGF-B, PDGF, IL-1)

Puc. 4. TemogmHamMuyeckne n HeremogmHammyeckme Gaktopsbl
B natoreHedelH (MoamndunumposaHo no van Dijk C., Berl T, [Clin
Sci2004; 107: 125-136].
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SHJOTENHAIBHBIMU U ME3aHTHAJIbHBIMU KJIETKaMHU
TaK)Ke KOpPpeaupoBaj ¢ MpeapacrnoilokKeHHOCThIO K
pazsuthio /JIH. Kpome Toro, BeposiTHOCTh MOSIBICHUS
nrabeTHuecKkord HepomaThUH CBsi3aHa C TeHETHYeC-
KHM JIOKycoM XxpomocoMmbl18q22.3-q23. CoBcem He-
JIJaBHO OBLJIO TMOKa3aHO, YTO MaLMEHTHI ¢ JuadeToM U
0oJiee KOPOTKHUM aJIIEIbHBIM BAPHAHTOM T'eHa KapHO-
3uHazsl CNDPI (CNDP1 Manreiim) B Xpomocome
18, uMeroT GonblIMe YPOBHU KapHO3MHA3bl U MEHee
MpepacloNokeHbl K pa3BUTHIO HedpomaTuu, 4em
JH1A ¢ OOJIBUIMM YMCIIOM TTOBTOPEHUH JIM3UHA B JIWAU-
pytomiem nentuae CNDP1 rena. @epMeHT KapHO3U-
Ha3a CrocoOCTBYET Aerpajialiiy JUMEenTH1a KapHO3H-
Ha, HECMOTPS Ha TO, YTO KAPHO3UH, KaK cO00IIaI0Ch,
uHruoupyet popmuposanre AGE-monexyi.

IokazaHo, uTo eunepenuxemus BEIET K HAKOIIIEHUIO
AGE B TKaH$IX TAIMEHTOB C T1a0eTOM. YPOBHH LIUPKYITH-
pytoumx AGE noBbiatorest npu ipabere, B 4aCTHOCTH,
Y MAIMEHTOB C MOYEYHON HEI0CTAaTOYHOCTBIO, TOCKOIBKY
AGE B HOpME 3KCKpPETHPYIOTCS C MOYOM.

AGE nnaynupyrorcst npu 5KCHpeccuy U akTHBa-
MM MHOTOYMCIICHHBIX TPAHCKPHUITIMOHHBIX ()aKTOPOB,
BOBJICYCHHBIX B Pa3BUTHE AHabeTHYeCcKol Hedpora-
TUH, BKIIoYas saepHbiid ¢paktop kB(NF-kB) u mpote-
nnkurHazy C (PKC). lanublii 9 GeKkT MoxkKeT ObITh Kak
npsiMbIM (uepe3 AGE perientopsl), Tak 1 HENPSMBIM
(uepe3 TeHepaluio CBOOOIHBIX paUKaioB, MPUBOIS-
UIYI0 K MPOJAYKIHUH UTOKWHOB, MOJIEKYJN aJre3uu u
xeMokHnHOB). Ilpu caxapHom nuabere B pesynbTare
HEHOPMaJbHOM MeTaboINUeCKOi Cpesibl, CBSI3aHHOM ¢
TUNEePIIIMKEMUEN U TUTepIuuAeMHei, yBeTMUMBaOTCS
ROS. ROS cnoco6usr aktuBupoBath NF-kB 1 PKC
B BAacKYJISIPHBIX SHAOTEIMAIBHBIX KJIETKaX, YBEIUYH-
Basl MPOJIYKIMIO HUTOKWHOB M 3KCTPALIEIUTIOISPHOTO
MaTpHKca, TIa3MUHOTEHHOT0 aKTHBAaTOpa WHTHOUTO-
pa (PAI-1) 1 Ba30KOHCTPUKTOPHOTO 3HJOTENUHA 1.
Bonee toro, PKC onocpenyer akTHBHOCTb COCY/HC-
TOT0 SHJIOTENUATBHOTO (hakTopa pocTta. DTH U3MEHe-
HUSI MOTYT BECTH K YTOJIIEHHIO 6a3abHON MeMOpa-
HBI, COCYJIMCTON OKKJIFO3UHU, YBEIMUEHHOMN COCYIUCTOM
MPOHUIIAEMOCTH U YCUIIEHHOMY aHTHOTeHE3Y.

l'unepriimkemMus JIMIIb YaCTUYHO OTBETCTBEHHA 3a
rIoMepyIapHyto runeppuistpanuto npu JJH. Pannue
2eMoouHamMuyecKkue U3MeHeHus BKIII0YalT B cels
HU3KOE COCYJUCTOE CONPOTUBIEHUE MPUHOCSIIEH U
BBIHOCSIIEH apTepHol, 3HaUUTEIbHOE YBEJIHUYEHUE
MJ1a3MOTOKA, YMEPEHHOE YBEINYEHHE TIIOMEPYIISiPHO-
r0 KaWUISIPHOT'O IaBJIEHUS, BEYIIETO K MOBBIIIEHUIO
CKOPOCTH KiTyOOuKoBOW (unbTpaiiu. [1oBbIIeHHbIH
ypOBeHb HaTpuilypernyeckoro nentuga (ANP), 3a-
JIep KKa )KUAKOCTH U HaTpHUsl BCIIEACTBUE Y/IBOCHUS €ro
peabcopOIIK KO-TpaHCIIOPTEPaMHU B IPOKCUMAJIEHOM
KaHaJblle U YMEHbIIIEHHAs: aKTUBHOCTE RAAS oueBu -
HO CBSI3aHbI ¢ MHAYKIWEW TUnepuIbTpauy y quaade-
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THKOB ITPH TJIOXOM IIIMKEMUYECKOM KOHTpoJie. Bkian B
W3MEHEHHsI TIOYEYHON reMOJMHAMUKKM BHOCHT M TIpSi-
Masl BazoJuJIaTalys, ONOCpeI0OBaHHas OCMOTHYECKUM
3¢ heKkToM runepriMKeMUH Ui COPOUTONMHAYIUPOBAH-
HOW aKTUBALMEH ITOJIMOIBHOIO Iy TU. I3MeHeHus! Ipo-
JYKIWH CyOCTaHIMH, BIUSIONINX HA COCYMCTBIN TOHYC,
Hanpumep, okcunaa azora (NO), B ycrnoBusix auabera
CMOCOOHBI BbI3BATh JUCOANAHC MEXKTY HUMH, KOTOPbIN
TaKKe MOXKET OBITh B KaKOH-TO Mepe OTBETCTBEHHBIM
3a pa3BUTHE rUNepQUIBTpaK.

TyOynouHTepCTHLMAILHBIE H3MEHEHHS, KOTOpbIE
CTPOTO KOPPEJNUPYIOT C COCTOSTHUEM (YHKIIMH TOYEK,
HE SIBJISIIOTCSI TPOCTO HMYKENEKAIIUM OTPaKCHHEM
[JIOMEPYJISIPHOTO MOBPEKACHHS.

[peanonoxuTenbHbIe MEXaHU3MBI, TOCPEACTBOM
KOTOPBIX BBI3bIBACTCSI HETJIOMEPYJIsIpHAsl MMOouedHast
JUCPYHKIIMHA, MOTYT OBITh CBSI3aHbI C OJTHOBPEMECH-
HOM 9KCTO3UIUEH TMPOCKICPOTUYECKUX IMTOKUHOB B
KITy0O0UKe U TyOyJTOMHTEPCTUIINH, & TAKXKE TYyOyTOTOK-
CHUYHOCTBI0, 00YCIIOBIICHHON HapacTaHHEM CoJieprKa-
HUs Oerka B (huIibTpaTe.

ITaTos0orus

VYronmenne 6a3anbHBIX MEMOpaH MOXeT oOHa-
pYXXHBaThci Kak B CAMOM Hauaye, TaKk ¥ B TEUECHHUE
NepBBIX 2 JIET TIOClie BISBICHUS caxapHOro auadera
U CIY’KUT YyBCTBHUTEJIbHBIM HHIUKATOPOM HATUYHS
JTAHHOT'O 3a00JIeBaHusI.

B nonosnHeHue K M3MEHEHUSIM B TONIIMHE M KOH-
¢durypanuu KanuwJsIpHBIX 0a3albHBIX MeMOpaH B
KJIyOOo4Ke MOTyT OBbITh pacro3HaHbl YETHIPE pa3iuy-
HBIX THIIA MOBPEKICHHUSI.

Jupgysnviii enomepynockiepos xapakTepusyer-
Csl yBEITMUSHUEM ME3aHTHaJIbHOTO MaTPUKCa, TOBPEXK-
JICHUEM 11eJIbIX [TIOMEPYJISIPHBIX TeTeb U BOBJICUEHH-
em Oomblneil yactu kiayOouka. MoxkeT mpUCyTCTBO-
BaTh Me3aHTHallbHasl KJIETOuHas npoiudeparus

Hooynapuwiii enomepynocxkiepos (tenbua Ku-
MenbcTuiIa—Buncona) — Haubosnee xapakTepHoe MO-
Bpexenue npu JIH. OObI4HO OH XapakTepusyercs
Y3EIKOBBIM HAKOTNIEHHEM FOMOTEHHOTO 303MHO(HIIb-
HOTO MaTepHajia B ME3aHTMU. DTU MOBPEKICHUS
OOBIYHO OBIBAIOT ALIEJUTIOJIIPHBIMU B IICHTPE, HO HE
no nepudepun. B nporiecc MoxkeT ObITH BOBJIEUEHO
HECKOJIBKO JIOOYJ KJIyOOUKa, a y3elIKH Y4acTO MMEIOT
Ppa3iIuuHBIA pa3Mep.

IHlospeoicoenus 6 6ude «KancyisapHol Kaniuy
U «ubpuHOB0ll WANOUKUY SIBISIOTCS TOMOTEHHBI-
MU 303MHOQHIIBHBIMUA CTPYKTypaMH BapuadeIbHOTO
pa3sMepa. OHU MOTYT JIOKAJTM30BaTHCS MEKTY Oa3aib-
HOM MeMOpaHO# U MPUIIeKAIIMM MapreTaTbHbIM 111~
TenueM boyMeHOBOI Karcynbl, MEXIy CIosIMH Oa-
3aJbHOW MEMOpaHbI KarcyIbl WM HAXOASATCS BHYTPH
NpocBeTa OJJHOM WK 0oJiee TUIaTUPOBAHHBIX KaIlHJI-
JSIPHBIX TIETeb [TIOMEPYJIbl, COOTBETCTBEHHO.
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Apmepuu u apmepuonvl. 'nanuHo3 apTepuon ¢
BOBJICUEHUEM, Kak Y depeHTHOM, Tak u aepeHTHOH
apTeproJ OTHOCUTENBHO criennuuen st JJH u vac-
To cBs3aH ¢ HC.

Tyoynounmepcmuyii. TyOynsipHas O0a3zaibHas
MeMOpaHa 4acTo yTOJIIIEHa U MOXET OBbITh paciien-
JieHa U pacciioeHa. MHoria KIeTKH MPOKCHMAbHBIX
KaHaJIblIeB MIMEIOT HEXKHYIO BaKYOJIM3aLUIO [ITOIIIa3-
MBI ¥ COJIEpIKaT JIUMUABI, OOBIYHO Y MAIMEHTOB C Ma-
Huecranueit HegpoTuueckoro cuuapoma. MHora BoI-
ABJISIIOTCS TaK Ha3bIBa€Mble U3MEHEHUS! ApMaHU-O1-
HITEHH, CBSI3aHHBIE C HaJlW4YMeM TJIUKOTeHa B
kaHajblax. TyOynspHas arpodust 1 HHTEPCTHLUAIb-
HBIH (UOPO3 0OBIYHBI MPU MPOTPECCHU Mpolecca
MOTYT COMPOBOXKAATHCS XPOHUYECKUMHU BOCIIATIUTEb-
HBIMH MHQUIIBTPATaAMU.

Wmmynorucronorus. [Tpu IH moryt HabmonaTs-
cst TudPy3HO-TMHEHHBIC UITH TPaHy SIPHBIE TOKAIN3a-
1y [gG BIOIb IIOMEPYIISIPHBIX KaTMIUIIPHBIX MEMO-
paH, B Me3aHTUH U TYOyJIsipHBIX 0a3anbHbIX MeMOpa-
Hax. Otnoxenue I1gG MoxeT compoBOXaAaThCs
nenozunmeii [gM, IgA, C3, pubpunorena. Muorna ne-
3HAYUTEIBHOE KOJTMYECTBO UMMYHOIIIOOYIMHOB M KOM-
IUIEMEHTa OTMEYaeTCsl B y3€JKax, XapaKTePHBIX IS
MOYEYHOTO MOBPEKACHHS MTPU TradeTe.

DJeKTpOHHAst MUKPOCKOMNUs. B KanuuispHo# cTeH-
ke Mopdosiornyeckie N3MEHEHHUs IPEICTaBICHBI KaK
B I'bM, xoTOpast CTaHIapTHO YTOJILIECHA, TAK U B DIIU-
TENUABHBIX KJIETKaX, KOTOpbIE IEMOHCTPUPYIOT Ba-
pradenbHOE CIUSIHUE HOKKOBBIX OTPOCTKOB MOAOLIH-
TOB. MoOryT HabJI0AaThCSl HOMYJISIPHBIE TIOBPEKACHHS
ME3aHTHsl, COCTOSIIUE U3 KOJUIATCHOBBIX (UOPHILI,
MaJIeHbKUX JIMITUAHBIX YaCTHUEK M KJIETOUHBIX (ppar-
MeHTOB. KJIeTOUHOCTh yMEHbIIIEHa B IIEHTPaIbHBIX
30HaX Y3eJIKOB U yBenrueHa — B nepudeprnueckux. [To
nepudeprun HOAYISIPHBIX MOBPEKICHUH MOTYT OTMe-
YaThCsl CAYLICHHBIC dHJI0TENUaNbHbIe KiIeTkh. [1po-
CBETHI KalMJUISIPOB BOKPYT Y3€IKOBOTO MOBPEKACHHS
MOTYT COJiepXaTh Mojychepruieckre dIeKTPOHHO-
IUIOTHBIE MaTEPHAIbL, TAK Ha3bIBaeMble «(PUOPHHOBBIE
manoukmy. [Tpu anddy3HbIX MOBpEKACHUIX HAOIIO-
JaeTcsl TodalibHast DKCIaHCHsl ME3aHTHallbHOTO Mart-
pHUKCa C KOJUIareHOBBIMU (QUOpUIITIAMH U MEITKUMHU
JMITUIHBIME YacTHYKaMu. MHOTIa ANeKTpOHHOMIIOT-
HbI€ JICTIO3UTHI BBISIBIISIOTCS B MapaMe3aHTHaTbHBIX
U cyOdITUTENNaIbHBIX 001aCcTsIX. DIEKTPOHHOILIOTHBIE
JICTIO3UTHI BOKPYT COCYAMCTOW CTEHKH COOTBETCTBY-
10T THAJIMHOBBIM U3MEHEHHUSIM, BUJMMBIM IIPU CBETO-
BOM MUKpCKOIUU. B KaHa/IbLAX YJIBTPACTPYKTYPHBI-
MU M3MEHEHUSIMU SIBJISIOTCS YBEJIMYEHHOTO pa3mepa
MHUTOXOHJIPHH U YTOJIIIEHHbIE 0a3anbHble MEMOpPaHBbI.

JduddepeHunaabHbIil 1HATHO3

Hduddy3Hoe noBpexkaeHne, B 4aCTHOCTH Ha paH-
Hell CTaJluy pa3BUTHS, KOTJ]d ME3aHTHAIIbHBIC KIIETKH

npoTUQEPUPYIOT, MOKET OBITH MEPENyTaHO C 2eHe-
PAnu308anHol POPMOLl Me3aHSUONPOIUPEPanUs-
Hoeo enomepyronedppuma. Ilpupoja U3MeHeHHUs Ka-
MWUIIPHOW CTEHKH JIOJDKHA ObITh T (D hepeHimpoBa-
Ha OT TOM, KOTOpasi HAOJIFOIACTCS TIPU MEMOPAHOZHOM
enomepynonegpume. IIpu MCIONB30BaHUHM METaMHH-
cepedpsiHoit kpacku (PASM) ¢ nokpammBanueM PAS,
B clyuae quadeTudyeckoil HehpomnaTuu Besl Karuuisp-
Hasl CTEHKa KPAacHTCSl B UEPHBIN L[BET, TOTJa KaK Mpu
MeOpaHo3HOM Tiiomepynonedpute [ BM okpammsaert-
Csl B UEpHBIH, a CyOanUTeNaIbHbIe IEMO3UTHI — B PO-
30BBIN. DIIEKTPOHHAS MUKPOCKOIHSI — ONPEEIISIOIIN I
METOJI JUtsl Takoi auddepeHuaibHON TUarHOCTHKY.
Hannune nMHEHHOr0 OKpalIBaHUs KATWIISIPHBIX CTe-
HOK Ha allbOyMHH NPH HMMYHOTUCTOXHUMHH, TOTIOJTHEH-
HOE TosiBlieHuEeM yToulleHHoW ['BM u orcyrcTBUe
MMMYHHBIX JCMO3UTOB MPU ITEKTPOHHOH MHUKPOCKO-
MU, UCKJIIOYAET BO3MOXKHOCTH MMMYHOKOMILIEKCHO-
OIIOCPEIOBAHHOTO TIIOMEPYJIOHEPPUTA.

Honynspras ¢popma quadbeTnieckoro rioMepynoc-
KJIepo3a He JI0JDKHA OBITh MepernyTaHa ¢ IPYTuMH Tisi-
ThIO 3a00JI€BaHUSIMHU, TP KOTOPBIX KIyOOUYKH BOBIIE-
KaloTCsl B MPOLECC: amMuioudos, 601e3nb omiodice-
HUA ~ JecKux — yeneiul, UMMYHOMAKMOUOHbLU
enomepyroneppum, memOpaHosno-npoaugepa-
MUGHBIU 2loMepYIoHeppum u penapamueuast
Gaza mpombomuueckon mukpoaneuonamuu. Ha
NPaKTHKE COYETaHHE HAIWYMSI HOAYJSPHOTO ME3aH-
THOJIM3HCA, KaTCYISPHBIX Kareib 1 GUOPUHOBBIX I1a-
MOK C TMAJIMHO30M NMPUHOCSILIENH U BBIHOCSAUIEN apTe-
pHOI SIBIISIETCS] JOCTaTOYHBIMU 15t TuarHocTuku J{H.

AMUJIONO03

AMUIIONJI03 — TEPMUH, PUMEHSIEMBIH s 000-
3HAueHHMs 3200JICBaHU I pa3IMYHOM 3TUOJIOTUH, OJTHUM
U3 MaTOJOTHYECKUX MPU3HAKOB KOTOPBIX SIBJISETCS
HakoruieHne (GUOPHUIITSPHBIX TPOTEMHOB B AKCTpale-
JIOJIIPHOM TPOCTPAHCTBE.

Itnonorus/Knaccupuxanus

AMUIION103 MOXKET OBITh KJIaCCU(PHUIIMPOBAH Ha:

Hepsuunviii amunoudos ¢ AL-amuroudom (Igh:
75-80%; Igk-light-chains) u AH-amuroudom (1gy-
heavy chains) npejicraiser co0oit TIa3MakiIeTou-
HYIO JAMCKPa3uIo, KOTOpasi OOBIYHO XapaKTepU3yeTCst
CHUCTEMHOU JIeNO3UIMEN aMUIOuJa U YBEIUUYEHUEM
MOHOKJIOHAJIbHBIX [J1a3MaTHYEeCKUX KJIETOK B KOCTHOM
MO3re — MOHOKJIOHaJIbHas B-kiieTounas Heomasusl.

Bmopuunwiti amunouoos ¢ AA — amunoudom
(cbIBOPOTOYHBIN amuiions A)

HacnencrBennas popma npu ceMeiHo cpeiu3em-
HOMOPCKO# Jinxopaike (Mytauuu kpuorupruaa /NALP3
reHa 1 SAA u30(opMbl IPEIIIECTBEHHUKA).

XpoHuyeckoe BocrnaneHne/nHeKIMOHHbIE 3a0011e-
BaHUsI: XPOHUYECKUI OPOHXUT, peBMaTOUIHBIN apTPUT,

89



ISSN 1561-6274. Hedponorusa. 2008. Tom 12. Nel.

ncopuas, 6osie3ub bextepera (Morbus Bechterew),
cunnpom Peitrepa, cunapom Cruita, CKB, cunapom
Cherpena, 0osie3Hb KpoHa, si3BEHHBINH KOJIHT, TyOep-
KyJie3, OCTEOMHENHUT, OPOHXOIKTA3HSI.

Heorutazuu: Bonesnp XomkKiHa, MaKpOTIIOOy IMHE-
Mus BanbaeHctpema, moyeqHoO-KIeTOYHAsE KapLUHOMA.

Hpyrue 3aboneBanusi: 6one3np Kacrenbmana.

CucteMHBIN cenunvuviil amunroudo3 ¢ AS (ce-
HUJIbHBIF aMUAJIONT), TPOUCXOISILIMN U3 « JIMKOTO» THIA
TpaHCTUPETHHA (ITpeanbOyMuHa).

Hacnedcmesenuwiii amunoudos ayToCOMHO-IOMU-
HaHTHbIE 3a00JI€BaHUs BCIICICTBUN MYTallUH Pa3Iiy-
HBIX T€HOB!

— Tpancrupepun (TTR) — ayTocoMHO-TOMUHAHT-
Hbli TTR-amuiionnos

— AnonunonporenH A-1 (cemeilHas aMHIIOUATIO-

aAMUJIOUHBIX OENKOBBIX MPE/IIeCTBEHHUKOB M Kak
ObLITO BBISIBJIIEHO OoJiee YeM 24 pa3IMyHbIX MPOTerHa,
Ha CETOJHSIIHUHN JAeHb SIBJISIOTCS FCHETHYECKH 00yC-
JIOBIIGHHBIMU Yy Jitoen (IIpunoowcenue 1).

ITaTorenes

ITpennocbuikoil st pa3BUTUS CUCTEMHOIO aMu-
JI0UJ103a SABIIAETCS NMPUCYTCTBUE aMHJIOMJAOT€HHOIO
npoTerHa B Mia3me. B GosblIMHCTBE CityyaeB, Mpej-
LIECTBEHHUK — 3TO HOPMAJIbHBIN IIPOTEUH, UMEIOLLUIA-
Cs1 B HEHOPMAaJIbHO BBICOKOM KOHLIEHTPALKH, WK MTPO-
TEHH ¢ U3MEHEHHOW KOoH(opMalrel, BHI3BaHHOH TO-
YeuHOW MyTanueid, uTo HaOJrJaeTcs MpHU
OobIIMHCTBE ceMeiHbIX Gopm amuionmosa. Mme-
IOTCS JIOTIOJTHUTEIbHBIE MEXaHNU3MBI, KOTOpble HEU3-
BECTHBI, TaK KaK y HEKOTOPBIX Pa3BUBAETCS aMUIIOU-
J103, TIOKa y APYTUX €ro HeT, HECMOTPsI Ha MOSIBJICHNE

JIMHEHpOaTHst) TaKOro e MPeaMUJIONIHOTO COCTOsIHUSA. Bomnpoc sB-
— lenconun (cemeiinas ¢uHckas nepeOpanbHas —JiseTcs JiM pacinervieHue (cleavage) Oenka-npesiie-
aMUJIOUTHEHPOIATHS ) CTBEHHHUKA BaXHBIM Jis1 GUOpHIIOTEHE3a OCcTaeTcs

— Hucratun C (pamunipHas UCnaHICKasl arornJieK-
cus)

Ampoeennviii amunioudo3 B BUIE 2-MHUKPOTJIO-
OyJISIPHOTO aMHJION/1a, KOTOPBIH pa3BUBaeTCs B TeUe-
HHE JI0OJTOBPEMEHHOTO TeMOINAIN3a.

Jloxanuzosanuvie hopmvl amunoudosa, CBsi3aH-
HbIe ¢ OoJie3HbI0 AstbiireliMepa (AP) u tuaberoM Tuma
2.

XapakTepUCTUKH 4 OCHOBHBIX THIIOB CUCTEMHOT'O
aMUJIONJ103a TIpeJCTaBIeHbl B a0, 10.

AMMIION103 HEJABHO KJIAcCU(PUIUPOBAH Ha pa3-
JIMYHBIE ()OPMBI HA OCHOBE XMMUYECKOM MPUPOBI UX

CIIOPHBIM.

Ha nacTosmmii MOMEHT MaJIo0 U3BECTHO O MOJE-
KYJISIPHBIX MEXaHU3MaXx, KOTOpbIE UTPAIOT POJIb B Jie-
MO3MILUN aMUJIOUAHBIX QUOPUIT B crienu(UIecKuX
TKaHSIX-MHUILIEHSX, TAKUM 00pa30M MPHUBOJIS K pa3iny-
HBIM KJIMHHUYECKHUM CHUHAPOMAaM MPH aMHJIOUI03E.
3TOT eHOMEH MOXKET OBbITh CBSI3aHHBIM C BHYTpPEH-
HUMH XapaKkTepUCTHKAMU aMHJIOUJOTCHHBIX IIeTeH.
Crnienmduueckre B3aUMOJICHCTBHS ¢ TKAHEBBIMH TITH-
KO30aMHUHITIMKAaHAMHU WJIM PELENTOpPaMy KIETOUHOU
MOBEPXHOCTH, TAKUMH KaK MYJIbTHIIMTaH/HbINA perern-
TOpP JUISl TIPOTPECCUPYIOLIETO TIIMKO3UITMPOBAHUS KO-

Tabnuua 10
XapaKTepMCTMKVI OCHOBHbIX TUNOB CUCTEMHOIro amuionao3a
AN CocTtaB ¢opunbpunn Benok OcHoBHOE KnuHunyeckme npuaHakm NabopaTopHble
npenLwecTBEHHNK 3aboneBaHve npu3Haku
AL MoHoknoHanbHble Ig| A unu k nerkas Mnaamaknetoy- |Kapanomuonatus, M-npoTennypus,
(nepBuYHbLIN) | Nnerkne uenm LenbCooTHOLWEHNE A | Has auckpasusa |HedponaTtusa, renatomeranus, | 6enok bex-
K k: 3:1 CMMMTOM “noayLkn” nneya [I>xoHca B Mo4e
(shoulder-pad sign),
KMCTEBOW TYHHENbHbI
cuHppom (carpal tunnel
syndrome)
ATTR TpaHCTUPETUH BapuaHTHble dopmbl | HacnencTBeH- Mepundepunyeckas n MyTauus reHa
(CemMeinHblin) TPaHCTUPETUHA HbI aBTOHOMHas HerponaTus, TPaHCTUPETUHA
KapauomuonaTtus, katapakra
(vitreous opacities)
AA Amunong A- CbIBOPOTOYHbIN XpoHunyeckue HedponaTtus, renatomera- MoBbILLEHHBbIN
(peakTns- npoTeunH amunoung A-6enok BOCMaNMUTENbHbIE | NS, raCTPO3HTEPONATUS ypoBeHb SAA,
HbIi1) (SAA) 3abo05eBaHus CRP B
CbIBOPOTKE
AB2M B2 MukpornobynuH | 2 MUkpornobynuH AnutenbHbln OcTeoapTuUKynspHble MoBbILWEHHbIE
remogmanma paccTpOMNCTBa, KOCTHbIE ypOoBHU B2
KNCTbI, KNCTEBOW TYHHEJIbHBIA | MUKPOrnobynnHa
cuHppom (carpal tunnel B CbIBOPOTKE
syndrome)
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HEYHBIX MPOAYKTOB, MOTYT TaK K€ UMETh 3HAYEHUE B
TKaHEBOM CHeU(PUIHOCTH.

ITaTosiorus

AMUIION103 AUArHOCTUPYETCS IyTeM BBISBJICHUS
TKaHEBBIX JIETIO3UTOB 0JIeTHO-PO30BOTO 1[BETa B Cpe-
3aX, OKpaIIeHHBIX KOHIO-KPAaCHBIM, UM OPaH)KEBOIO
[[BETa 1 SI0JIOYHO-3€JIEHOT0 IIBETA MPH MOJSIPU3aLUOH-
HOW MUKPOCKOIIHH.

Mopdosnoruueckue mposiBICHHS ICTIO3UTOB He AU]-
(bepeHLIMPYIOT NEPBUYHBIN U BTOPUYHBIN aMUJIOH]T.

AMUIION]T MOXKET MOBPEX/IaTh BCE KOMIApTMEHTHI
MOYKH, HO KITyOOUYKH MOBPEXKIAIOTCS 3aMETHO Yallle.

Knybouku. Jleno3uTsl aMuionaa orpaHUYEeHbI
Me3aHIHalbHBIMU O0IACTSIMM Ha HavyaJbHBIX dTamax.
Me3zaHrnaibHble KJIETKH He YBEJIMYUBAIOTCSA B pas-
Mepe, HO OHU CMEMIAI0TCs K eprdepruu 303MHOPHITb-
HbIMH Maccamu. [Ipu HomysspHOU hopme Me3aHTHi
pacmmpsieTcs 3a cueT OONBIIMX Macc aMHJIOUAa, KO-
TOpbIE CAABIMBAIOT U KOMIIPOMETHPYIOT IIOMEpYJIsp-
Hble Kanuusipel. [1o Mepe mporpeccupoBanust OTI0AKe-
HHE JIETI03UTOB HHOUIBTPUPYET KAMMILIIPHYIO CTEHKY:
BHayasle JIEMO3UThl OIPaHUYMBAIOTCS CYOIHAO0TENN-
QIBHBIM PErHOHOM, NIPH Pa3BUTHIX (OpMax UMEIOTCS
0oJibIIIME CYyO3NMUTEHANIbHBIE MACChl aMUIOU 1A, (op-
MUPYIOILHE LIUIbI, KOTOPbIE MPOEIHUPYIOTCS B MOYe-
Boe IMpoctpancTBo. Lunbl sBisitOTCST cepedpono3u-
TUBHBIMU U THO(IaBUH T-TIO3UTHBHBIMH.

B TspxenbIx ciyyasx, o0nuTepanys rioMepys1 aMm-
JIOUJIOM CTaHOBHUTCS MOJTHOM € pelyKinei ahuHHOCTH
JUISl KOHTO KPAacHOTr0. DNuTeanatbHas mponudeparus
1 GOPMHUPOBAHHE NOTYTYHUH PEAKH IPU aMUIIOHI03€.

Cocyobl Bcex pa3MepoB BOBJIEKAIOTCS B MPOIIECC,
JICTIO3UTHl aMHUIION 12 HHQUIBTPUPYIOT LIETUKOM COCY-
JUCTYIO CTEHKY KaK apTepui, Tak U BEH.

Tyoynapuvie 06azanbHble MEMOpPaHBl TaK K€ Yac-
TO cojJep:KaT aMMJIOUJHbIE JEMO3UThl MpeuMylle-
CTBEHHO B JIUCTAbHBIX TpyOouKkax. B kierkax TyOy-
JSIPHOTO DIUTEIHS MOTYT HaOOIAaThCsl M3MEHEHHS,
CBSI3aHHBIE C IKCKPELMEN MPOoTenHa, B BU/IE€ THAINHO-
BBIX Kameiab. OOBIYHO MMEIOTCST OENKOBBLIE IMJIMH/I-
Pbl, KOTOpbIE HE UMEIOT (hparMeHTaI|H, B OTIIUYUE OT
LIMHAPOB beH-/[KoHca Ipu MHOKECTBEHHONU MUEO-
Me.

O0paboTka cpe30B, OKpaIlICHHBIX KOHI'O-KPACHBIM,
TPUIICUHOM WJIM TepMaHraHaTOM KaJlus, MO3BOJIAET
mddepenumposars AL 1 AA amunounnsl. [pu atoit
00paboTke AA aMHJIOU] JIETIO3UTHI TEPSIOT ABOMHOE
JTyderpesoMieHue, Torjaa kak AL 1eno3utsl aMuion-
Jla OCTalOTCsl CTPOTO MO3UTHUBHBIMH, TaK KaK OHHU yC-
TOMYUBBI K IIPOTEOIU3Y.

NMMYHOTHCTOXMMHYECKH MOXKET HaOIroaThCs
Hecnenu(uIecKoe OKpaluBaHue sl HEKOTOPBIX UM-
MYHOTJIOOYJIMHOB U KOMIIOHEHTOB KOMITJIEMEHTa B Me-
3aHTHH, KaWUIAPHON CTEHKE U Ha YPOBHE aMUJIOU/I-

HBIX JIeno3uToB. Criennpuyueckue aHTUTENa MPOTHUB
AA amwiionsia v JETKUX LENeil MOMOraroT B Onpeje-
JICHUH COCTaBa aMHJIOHMJa, HO Pe3yJlbTaThl MHOTAA
TPYAHO MUHTEPIPETUPOBATH U3-3a HEM3BECTHBIX AHTH-
T'CHOB.

ITpu 5n€TPOHHON MUKPOCKOINH B 30HE JIETIO3UTOB
MOTYT HaOJIOAThCsl XapaKTepHble, OecrnopsJ0YHO
OpPHEHTHPOBAHHbBIE, HE CBSI3aHHBIC MEKAY CO00H Puo-
pwinsl mupuHOM 8—10 HM U JutmHOK oT 30 HM. 10 1
MK. B jononHenue, anuTenuanbHble KIETKH, KOHTaK-
TUpyIoUMe ¢ GUOPUILIIaAMH, HEM3MEHHO UMEIOT CIIHs-
HHE HOXKKOBBIX OTPOCTKOB, TOTIa KAK HEBOBJICUECHHBIC
SMUTETHANBHBIE KJIETKH MOTYT UIMETh HOpMaJIbHBIE T1e-
JAKYJIBL.

JAuddepennuanbHasg IMATHOCTHKA

Honynsipayto popmy rioMepyssipHOTro aMHIIOU10-
3a cleAyeT oTiInYaTh OT auabeTa W APYyrux Ghopm
HOZLYJISIPHOTO KITyOOUKOBOTO CKIIEPO3a.

Qubpunnspuvlii enomepyroHedpum

DT0 penkoe 3a00JeBaHUE, BCTPEUAIOIIEECs Me-
Hee ueM B 1% mouyeuHbIx OMONCHUN U 0OBIYHO COMPO-
BOYK/IAIOIIIeecs TOUYEeYHON HEJJOCTaTOYHOCThI0, Hehpo-
THYECKHM YPOBHEM MTPOTEHHYPUH U MUKPOTEMaTypH-
eil. YIbTpacTpyKTypHO OHO XapaKTepuzyeTcs
JIeTI03HLIMel OeCopsI0uHO OpPraHu30BaHHbIX, BBITS-
HYTBIX, HE CBSI3aHHBIX MEXJy c000# puOpusI B mpe-
nenax 20 HM B Me3aHTHH U 0a3anbHON MeMOpaHe. DTH
¢ubpuuiel 00b1yHO OKpammBatotest Ha IgG u C3, ¢
Oouibliiel BApraOEIbHOCTHIO U ¢J1a00 TIO3UTHBHO B OT-
HOILICHUH APYTUX UMMYHOIIOOYAMHOB. CBETOONTHYEC-
Kast MUKPOCKOITHSI BBISIBJISIET Pa3IMuHbIe TUCTOIOTNYeC-
KU PU3HAKK: MeMOpaHonpodepaTuBHBII, ME3aHT U~
onponudepaTuBHbIH, A1h y3HO-IponrpepaTHBHbIH
IOMEPYJAOHE(DPUTHI M IKCTPAKAMILIIPHYIO Tposrde-
pauuto. OkpaniMBaHie Ha aMUJIOH]] HeraTUBHO. Jlerno-
3u1Hs GUOPUILT OrpaHuyueHa MOYKOH.

HmmynomaxmouoHulil enomepynonedpum of-
peaensieTcsi NPUCYTCTBUEM HaAJIeXaluM o0pa3zom
YIOPSAJ0UYEHHBIX MUKPOTPYOOUEK, KOTOPbIE OOBIYHO
umerot 6osee 30 um B auamerpe B I'bM u B me3an-
rud. MEKpOTpyOOUYKH MOTYT OBITh BUJIHBI B CyOdMu-
TEJIMAIbHOM TIPOCTPAaHCTBE ¢ 00pa3oBaHUEM LIMIIOB
0azanbpHON MeOpaHbl. IMMYHOTHCTOJIOTMYECKH HHOT -
Jla BBISIBISIETCS TPaHYJISIPHOE OKPAllMBaHWE MOHOTH-
nmuHoro IgG (karma uim jgam6/1a) 1 C3 BIOJIb Karmii-
JISIPHBIX II€TEb U Ma3aHruu. [Ipu cBETOBOI MUKPOCKO-
MK MOTYT HaOJTIOaThCsl aTUTTMYECKU MEMOPaHO3HbIH
U MEMOPaHO3HO-TPOT(epaTHBHBIN THITHI N3MEHEHUST
Ki1yOouka. J[eno3uTel He OKPAIIMBAIOTCS KOHIO-Kpac-
HbIM. VIMMYHOTaKTOW/IHBIN TJIOMEPYJIOHE(DPUT MOKET
OBbITH CBSI3aH C MOHOKJIOHAJILHOW raMMONaTHel W/uin
reMaToNIOTHUeCKUM 3JI0KaueCTBEHHBIM MpolieccoM. B
HEKOTOPBIX CIydasx HaOMIOAaloTCs THIOKOMITJIEMEH-
TEMHS ¥ OKKYJIbTHAS! KPHOTTIOOYTHHEMHUSI.
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HOCTTPAHCIIIAHTALIMOHHBbIM

HE®POTUYECKUH CUHJIPOM
[Tocne TpancrianTanuu novku 6osnee yem y 43%
PELMITHEHTOB Pa3BUBAETCs MPOTEUHYpHUs cBbime 1,0
r/cyT, u 6onee yeM y 13% u3 HUX MOSBISETCS MPOTeE-
uHypusi HeppoTuueckoro yposHs. [Iporennypus 60-
siee >1,0 r/CyT — 3TO OJIUH U3 CaMbIX TOYHBIX TIPEIHK-
TOPOB MTOTEPH TPaHCIIaHTaTa (PEAKIIUHY OTTOPKEHUS ).
1- ¥ 5-neTHsIs BBDKMBAEMOCTh TPaHCILIAHTaTa y pe-
[UIUEHTOB C PA3BUTHEM MOCTTPAHCIUIAHTAI[IOHHOTO
HC cocrasisier 75% u 37%, COOTBETCTBEHHO, B CpaB-

HeHuu ¢ 87% u 52%, y KOTOpPBIX TaKOBOT'O HET.

Tabnuuya 11
MpuumnHbI NocTpaHcnnaHTaumoHHoro HC

XpoHuyeckasa TpaHCnIaHTaLMOHHas rmoMepynonaTus
XpoHuyeckas TpaHCMNIaHTALMOHHAA MOMEPYIonaTus + OCTPbI
rnoMepynuT
XpoHuyeckas TpaHcnnaHTaunoHHas rnomepynonatus + ®Crc
Peunauneupyiolime rnomepynspHoele 3abonesaHns

IgA HedponaTusa

dCrc

Mem6paHo3Has rnomepynonaTus

BonyaHo4HbI HedpUT
De novo rnomepynsapHoe 3a6oneBanue (19%)

BoneaHb MUHUMaNbHbLIX U3MEHEHU

dCrc

OnabeTtnueckan HedponaTmsa

IgA HedponaTusa

Memb6paHo3HonponudepaTusHbii M'H
HeonpegneneHHble rnomMmepynsapHblie 3aboneBaHns

HexoTtopble n3mMeHeHus ovYek B paHHEM MTOCTTPaH-
CIUIAaHTAIIMOHHOM Tiepuojie (00bI4HO 1 Mec), BKITtouast
MOBPEKICHUSI, BOSHUKAIOIINE BO BpeMs 3a00pa 1 Xpa-
HEHUSl TPaHCIUIAHTaTa, OCTPBIM TyOyISPHBINA HEKPO3
UM OCTPOE OTTOPKEHHE CIOCOOHBI WHIYIIHMPOBATH
npotenHypuio. [Ipy BuIMMOil coxpaHHocTH KityOou-
KOB B OMOINTaTe OHU MOTYT UMUTHUPOBATH 0O0JIe3Hb
MUHUMAaJbHBIX U3MEHEHUH. [IpoTenHypust B 3TUX CIly-
Yasix 0OBIYHO yMEpPEHHA U JOJDKHA OBICTPO CHUXKATh-
Csl B TEUEHUE HECKOJIbKUX HEJIeNIb, B OOJIBIIUHCTBE
CIy4aeB C IOJHOM PEMHUCCHUEN B TEUEHUE MECLA.

ITaTorenes

Xponuueckuid (puOpO3 TpaHCIIAHTATA SBISIETCS
MyJabTU(GAKTOpHBIM. OH MOXET OBITH pe3ysbTaToM
MMMYHHOI'O OTBETa BO B3aUMOJEHCTBHM CO CIEIYIO-
[IMMH YCJIOBUSIMU: THITEPPUIBTPALINS, TIOXKUION BO3-
pacT JOHOPOB, PETPAHCIIAHTAHTHAS UIIIEMUSL, TOHOP-
CKHUI HEpOCKIEPO3 HITH LIUKJIOCTIOPHH A.

IMaTtonorus

[momepynonaTusi TpaHCIIIAHTAHTA MO-BUAUMOMY
SIBJISIETCS YACTOM MPUUYMHONW MOCTTPAHCIIAHTALUOH-
Horo Heporuueckoro cuuapoma. OHa XapakTepu3sy-
€TCsl YBEJIMUCHUEM KJIIyOOUKOB ¢ HaOyXaHUEM 3HJI0-
TETUAIbHBIX U ME3aHTHUATbHBIX KJIETOK, dKCIaHCUEH
ME3aHTHaJIbHOTO MaTpUKca M M00ajJbHBIM W Cer-
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MEHTAPHBIM YTOJIIEHHEM U YBOCHUEM TJIOMEpYJIsp-
HOH Oa3zanbHO MeMOpaHbl. YacTo MOryT HaOmoaaTh-
Csl ME3aHTHOJIM3UC ¥ WHPUIBTPAIMs KIyOOYKOB MO-
HOHYKJICAPHBIMHU KJIETKauM. [J10Mepyibl B OMOMNCHSIX
TpaHCIJIaHTaTa MOTYT TaKKe UMETh Hecrenuduyec-
KHE M3MEHEHHs], BKItoYasl (POKaIbHO-CErMeHTapHbIH
WU TII00aJbHBIN CKIIEPO3 M YMEPEHHOE HIIIeMUYEC-
KO€ MOBPEKACHHE, XapaKTepu3ylolieecs: KITyooukamu
MaJjoro pasMepa, yMEpeHHbIM CMOPILHMBAHUEM WIIU
KOJIJIATICOM TJIOMEPYJISIPHBIX KaluuIspoB.

Criennpuueckre XpOHMUECKHE COCYAMCThIC U3Me-
HEHMS XapaKTepU3YIOTCs YTONIEHNEM HHTUMBI apTe-
pHii, pa3pylIeHHEM 3IaCTUYEeCKOH MeMOpaHbl M MH-
¢dunbTpanyell BOCHaauTeTbHBIMU KIETKaMH COCYIUC-
Tol crenku. [Iponudepanus MmuopudpoOIacTOB B
pacuMpeHHoi HHTUME U (opMHUpOBaHKE BTOPHUYHOM
«HEOMHTHUMBD) TAKXKe ABJISETCS XapaKTEPHBIM ITPU3HA-
KOM.

Kananbup! atpodupoBanbl, HHTEpCTHLME GruOpo-
3UPOBaH M OOBIYHO COJIEPKUT yMEPEHHbIE MOHOHYK-
JieapHbIe KJIETOUHbIE WHPUIBTPATHL.

MMMYHOTUCTOXUMUS: Y MAIIUEHTOB C TPaHCIJIaH-
TalMOHHOM ITIOMEPYJIONATUEN BBISIBIIIET OKpAIIUBAHUE
Ha [gM Ha nepudepun rmomMepya 1 B ME3aHIHH, TAKKE
yacto npucyterBytor C3 u IgA, IgG u Clq.

ITpu 21eKTPOHHON MUKPOCKOIIMY TPAHCIUIAHTALU-
OHHasl IJIOMEPYJIONaTHs XapaKTepu3yeTcs pacuupe-
HHEM cyOdHI0TEMAaTbHOTO MPOCTPAHCTBA KAMMILISIP-
HOM CTE€HKH C JEMNO3ULMEN 2JIEKTPOHHO-ITPO3PAYHOTO
MmaTepuana. HoxXKoBble OTPOCTKH TIIOMEPYISPHBIX
BHCHLEPATILHBIX 3MUTEIHAIBHBIX KJIETOK MOTYT CIIH-
BaTbCs, JJIEKTPOHHOIIJIOTHBIE JIEMO3UTHI, XapaKTepHbIE
JUII UMMYHHBIX KOMIUIEKCOB, OTCYTCTBYIOT.

IIporuos

Cpenu paziavyHbIX MPUYMH MOCTTpaHCIIaHTAIH-
onHoro HC, xponunueckas HedponaTus TpaHCIIIaHTa-
Ta CBSA3BIBAETCSl ¢ HAUOONbIIEH BEPOSTHOCTHIO OT-
Topxenus (84%), HauMeHbIIIeH BEPOSTHOCTHIO PEMHUC-
cuu (9% ) ¥ POAOIKUTETBHOCTHIO (DY HKIIMOHUPOBAHUSI
TpaHcruianTara (14 mec ot Hayana HC no orropxke-
HYsT). BbIsIBIIeHUE TpaHCIIaHTallMOHHOM IIoMepyJiona-
TUM B OMONTATE MOYKU CBS3BIBACTCS C YCKOPEHHOM
yTpaToi TpaHCILIAHTATA.

3AKJIIOYEHHUE

MHorue npruoOpeTeHHbIe U ceMeiHble TOYeUHbIe
3a0o0JeBaHus BEAYT K HEPPOTUYECKOMY CHHAPOMY.
[IpoTenHypusi MokeT ObITH HHIYLIHPOBaHA MHOTMMHU
TUIIAMU TTOBPEXKIEHUSI TIO/I0IMTA, BKIIIOYasi BHYTPEH-
HHE M BHEIIHUE MoBpexaatone dpaxtopsl. [ToBpex-
JIEHHE TIOJIOLMTOB YacTO BEAET K PEOpraHn3aliy 1e-
7IeBOM AnadparmMbl U CIUSHUIO HOKKOBBIX OTPOCTKOB,
KOTOPOE MOYKHO Ha0Jro1aTh MpH Beex Gopmax Hedpo-
THYeckKoro cunapoma. [Iporpecc monekynsipHoit 6uo-
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JIOTHU B TOCJEJHEE BpeMs MoKa3all, YTO MOJOLUTHI
SIBJISIFOTCS KJIFOYEBBIM 3BEHOM B IIATOT€HE3€ HE TOJb-
KO T€HETHUECKHMX, HO U MHOTHX MPHOOPETEHHBIX I710-
MepyJionatuii, Takux Kak (oKalbHO-CErMEHTaPHBIH
[JIOMEPYJIOCKIIEPO3, MEMOPAHO3HBIN TIIOMEpyJIOHEe]-
pUT U auadetnueckas HepomaTHs.
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AmunoungHbein | lNMpeawecTBeHHUK CuctemHbln (S) CuHopom nnu

npoTeviH AN NokKanu3oBaHHbIM (L) | BOBNeYeHHas TkaHb

AL JNlerkue uenn wnMMyHornobynvHa S, L MepBuUYHbIN
Muenoma-accoumMnpoBaHHbIN

AH Tsxenble Lenn MMMYHOrI00ynHa S, L MepBuYHbIN
Muenoma-accoumMnpoBaHHbIN
CemeiHbIln

ATTR TpaHcTnpepuH S CHWUNbHBIA CUCTEMHBIN

AB,M f,-M1KpOrNoGyNuH S femogunanns

AA (ApO) CbIBOPOTO4HbLIN AA S BTOp4uMHbIN, peakTUBHbIN

AApOA-I AnonunonpotevH A-l S CewmeliHbli

AApoA-II AnonunonpotenH A-ll S CewmeliHbli

AGel leconun (Gelsolin) S CemeiHblin

ALys Jlnzosnm (Lysozyme) S CemeliHbii

AFib dubpuHoreH a-uenb S CemeiHblin

ACys LUuctatuH C S CemeiHblin

ABri ABriPP L CemeliHas gemeHuuns

ADan ADanPP L CemeliHas gemeHuuns

AB AP GenkoBblii NnpeawecTseHHUK (ABPP) L Bones3b AnburenmMepa, crapeHue

APrP MpuvoH (Prion) npoTteuH L CnoHrndopmHasa sHuedanonatmsa

ACal (Mpo)kanbUMUTOHNH L C-kneToyHas onyxonb
LLMTOBUOHOW Xenesbl

AIAPP OCTpPOBKOBbI aMUNOVAHBIA NOAVUNENTUL, L OcTpoBku JlaHrepraHca
MHcynoma

AANF JKenyno4koBbI HaTpuypeTudeckuii paktop| L CepaeyHblin xenyaoyek

APro lMponakTnH L Crapewowmin runodus
lMponaktnHoma

Alns VHCcynuH L ATpOoreHHbIN

AMed NakTagepuH L Crtapyeckasa aopTta, meaus

AKer Keparto-anutenunH L Porosuua; ceMenHbii

A(tbn) Be3 HasBaHus L Onyxonb MNuHobopra
(Pindborg)

AlLac NakTodepunH L Porosuua; cemeriHbii

Ilpunoxncenue 2. Mopghonocuueckue usmMeHeHus nouex, conposoNcoawuecs pazeumuem Hegpo-
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Puc. 1. AB. CeeToonTuyeckas Mmmukpodotorpadpusa knyboyka naupetHa ¢ 601e3HbI0 MUHUMANbHBIX U3MEHEHUIA 1 HedppoTuyec-
KuMm cuHgpomom (PAS; ysenuyerve A — 100x, B — 400x). Momepynbl BbIMSAAT HOPMasTbHBIMU.
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Puc. 1. C,D. 9nekTpoHHHblE
MUKpopoTorpapumn
dparmeHTa knyboyka
nauveHTa ¢ 60ne3Hblo
MWUHUMaAJbHbIX U3MEHEHWIA.
HabyxaHve u cnusiHne
HOXKOBbIX OTPOCTKOB
noaoUMTOB U MUKPOBUIES-
Hasa TpaHchopmaums
BUCLEPANbHOrO anuTenus
(yBenuuerue: C: 3000x;

D: 7000x) (BM - 6asanbHas
MebpaHa, E — angoTenuin,

M - mesaHrun, P — nogouur).

LY -
S 4%

A

Puc. 2 (A-C). dokanbHo-cermeHTapHsbiii rmomepynocknepos (PCIrC). Manoe (A: 200x) 1 6onbioe (B: 400x) yBenuyeHune kny6ou-
koB naumeHta ¢ PCrC. NmeeTcs cermeHTapHbI Konnanc rnoMepynsipHbIX NeTenb ¢ aaresvel k kancyne boymeHa (B Havane
NPOKCUMAaNbHOro KaHasnbLa) 1 yBENYEHNE Me3aHrManbHoro ckieposa. NenncTole knetkn B Hannydum (PAS). MmyHornctoxmmus
(C) nokasbiBaeT geno3duumio C1g B CkNnepo3npoBaHHOM CerMeHTe knybouka ¢ BOBeYeHnem mesaHrus (ysenuueHuve 400x).
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Puc. 3 (A-C). MembpaHo3aHbil rnomepynoHedput (MIM). CeeToBas Mukpockonus kiyboyka naumeHTa ¢ MembpaHoO3HbIM rIoMepy-
noHedputoMm BeiBNseT yronweHue NBM (PAS, ysenuyeHune 200x). IMMYHOrMCTOXMMUST LEMOHCTPUPYET rPaHYNSPHOE OTIIOXEHNE
B kanunnsapHon cteHke IgG (B, ysennyenuve 400x) n C3 (C, ysennyenune 400x).

Puc. 3 (D, E). Memb6paHo3HbIit
rnoMepynoHedpuT. DNeKTPOH-
HOMMWKPOCKOMNYECKN BbISIBIISA-
I0TCS HEPETYJIIPHO YTOLLEHHas
'BEM n 6onbline cybanutenu-
anbHble 3N1EKTPOHHOMIOTHbIE
[enoanTol (CTpenku). Yeenu-
yeHue: D: 3000x, E: 7000x; BM
— 6azanbHas membpaHa, E -
3HAOTenuanbHas knetka, P —
noaounT).
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Puc. 4 (A-D). MembpaHo3Ho-nponudepaTtusHbiii rnomepynoHedput (MMNIH). Tun | MMAMH npyn manom (A: 200x) n 6onbwom (B:
400x) yBenuyeHun. Knybouek MMeEeT MOBbILLEHHYIO YBENIMYEHHYIO ME3aHIMasnbHY0 1 NENKOLMTapHYI0 KIEeTOYHOCTb. Habnopaotcs
nobynsipHas akueHTyaLmsl, CEerMEHTapHOe YBEINYEHNE ME3AHTMANbHOMO MaTPUKCa N YTOJNLLEHHbIE OBYXKOHTYPHbIE KanuisipHble
CTEHKM («TpamBaiHble pPesbChbl») nepudeprnyecknx KanumisipHbibix cTeHok (PAS). MimmyHoructoxumus (C, D): auddysHoe rnome-
pynsipHOEe npokpaluvBaHne nepudeprnyeckix KanumisapHbIX CTEHOK U Me3aHrus Ha C3 (C n D, ysenunyeHue 200x 1 400x, cooTBET-
CTBEHO).

Puc. 4 (E, F). MIMIH. Ha anekTpoHHbIX MUKPODOTrpadusx BbISBASETCS YBENNYEHME KIIETOYHOCTU, CYOaHAOTENNANbHBIE AEMNO3UTbI,
(cTpenkun), HapacTaHMe Me3aHrnanbHOro Matpmkca u aud@ysHoe CAnsHME HOXKOBbLIX OTPOCTKOB MOAOLUTOB; CErMeHTapHoe
yaBoeHue 6asanbHoii MmembpaHsbl (yBenmyernne E, F 3000x). (BM-6a3ansHas membpaHa, E-aHgotennansHas knetka, M-mesaH-
rmn, P-nogounT).

Puc. 5. IgA Hedpponartus.
(IgAN). CseToonTtuyeckas
MWKPOCKOMNUS OEMOHCT-
pupyeT ymepeHHoe pac-
LMpeHne CTBONOBOrO
Me3aHrmanbHoOro peru-
OHa 1 doKanbHyo rmnep-
kneto4yHoctb (A: PAS,
yBenuyeHve 400x). Ummy-
Hoructoxmmug (B) nnnio-
cTpupyet Hanuyue
neno3ntos IgA B Me3aH-
rmn (yBenuyexue 400x).

xapakeTpHble Ans AMabeTn4eckoro HOAYNSPHOro rMOMEpPYIOCKIepo3a U CyOMHTUMANbHOMO MMaSIMHOBOMO YTOJNLLEHUS NPUHOCS-
wen (cTpenka) n addbepeHTHOM (HaKOHEeYHUK CTPenkn) apTepunon. KaHanblbl C yTOLEHHOM 6a3anbHoi MeMOpaHO,0KPY>XEHHbIe
BOCMaNMUTENbHBLIM KJIETOUYHbIM UHbUbTPaToM (PAS; A: 200x, B: 400x).
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Puc. 6 (C,D). Anabetnyeckasn Hedpo-
natnsa (4H). 9nekTpoHHble MUKPOdO-
Torpadun, NpeacTaBnsioLMe HanMyme
HOLYNSAPHOrO rMoMepyockneposa. Me-
3aHrMiA 3HAYUTENBHO PaCLUMPEH 3a CHET
MaTepuana Me3aHrmanbHoro MaTpuk-
ca, B KOTOPOM npucyTcTByeT HeboJb-
L0o€e KONMM4eCcTBO aTpOodUPOBAHHbLIX
Me3aHrranbHbIX knetok. FlBM nepude-
PUYECKUX KamnuISpHbIX NeTeNb yTon-
LweHbl. MoxeT Tak e HabnwopaTbcs
CINSIHNE HOXKOBBIX OTPOCTKOB MOAOLM-
ToB (yBenuuyeHuve: C: 3000x, D: 7000x)
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Puc. 7 (C,D). AMnnonno3s. OnekTpoH-
. Hble MuKpogoTOorpadun OTIIOXKEHUSA
HeBeTBUCTbIX GMbpwunn, pacrnonara-
oLmxcs B Buae 6enopsiaoyHbIX Macc
BHYTpU knybouka (yBenuyexue: A-
3000x; B- 30000x; E — sHpoTenui,
M - me3aHruin, P — nogouur).

Puc. 8. TpaHcnnaHTaumoHHas rnomepynonatus. Knyboykn TpaHcnnaHTata ¢ npuaHakaMu XpOHUYECKOro OTTOPXEHUS C YTOLLEHNEM
1 HOoKasIbHbIM yABOEHNEM KanUANSPHbIX CTEHOK, aAre3verl MOHOLMTOB B MPOCBETE Kanunnspa 1n 3KCnaHCuen me3aHrnaabHOro
maTpukca (PAS, ysenuyerune: A - 200x, B - 400x). MMmyHOrnctoxmmmnyeckoe okpawimsaHue C4d y Toro xe nauveHnta (C) B Buge
JINHENHBIX OTNOXEHUI B PaCLUMPEHHbIX NEPUTYOYNAPHBIX Kanunaspax.

IMocrynuna B penakuuto 05.02.2007
Ipunsra B nevars 07.06.2007
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