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MEMBPAHO3HO-MPONTMGEPATUBHbBI
FMOMEPYNOHE®PUT

BONMbLWNHCTBO AETCKMX W IOHOLLIECKUX Cly4aeB
MeM6paHO3HO-NPONNMEPATUBHOIO FNOMEPYI0HepPU-
Ta (MIMIH) sBnsoTCs ManonaTnyeckumu. Bropumu-
Hble opmbl, NpeobnagaroLimMe Bo B3POCAOWA nonyns-
UMK, CBSI3aHbl MU C KpuornobynuHemuein nan HCV
nHhekumeid (tabn. 7). Y npumepHo 50% naumeHToB
O0TMeyaeTcst 160 HethpoTUYECKUIA YPOBEHb MPOTEN-
HYpUK, NNBO SBHbIA HEDPOTUYECKNIA CUHAPOM, acco-
LIMMPOBaHHBI C remaTypueit, rmnepTeH3nen 1 yMepeH-
HbIM YXYALIEHUEM (DYHKLMMN MOYeK.

[MaToreHes

CunTtaetcs, uTo B natoreHese MIMIH Tuna 1 oc-
HOBOW ABNSETCSA rNOMepynspHas Aeno3nuns UMMYH-
HbIX KOMMIEKCOB U3 MUKPOLUPKYNALMN. VIMMYHHbIE
KOMM/EKChbl MPerMyLLECTBEHHO N10KaM3YI0TCA B Me-
3aHrMKN 1 cy63HA0TENNAIBHOM NPOCTPAHCTBE.

Tabnuua 7
BTopuyHble popmbl MIMTH

MHdekuun
XpoHuyeckue renatutel B n C, 6akTepuasibHble 3HL0KapAuUTI,
MHPULMpPOBaHHbIE Xesy04Ko-NpecepaHble WyHTbI, Nenpa,
Mansapusa, mukonnasma, BUY

AyTONMMYHHble 3a60n1eBaHusA
CwmellaHHas kpuornobynuHemusi, CKB, peBMaTougHbliA apTpuT,
cuHgpom CberpeHa

3n0KayecTBeEHHble HOBOOOpa3oBaHUs
Niumdpombl, nelikemmn
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VIMMYHHbIE KOMMEKChI aKTUBUPYIOT KOMIIEMEHT
yepe3 KNacCUYECKUn MyTb, BeAyLWMiA K reHepauum
XemoToKcuyeckmnx aktopos (C5a), oncoHnHoB (C3a)
1 MeMbpaH aTakytoLero komnnekca (Cbb - C9). Xe-
MOTOKCUYECKME (DaKTOpbl OMOCPeAyT HaKomnaeHue
NeAKoLNUTOB 1 TPOMOOLNTOB. JIeAKOLNTbI BbICBOOOXK-
[at0T OKCUAAHTbI 1 NPOoTeasbl, KOTOPbIE OMOCPesyoT
MOBPEXAEHNE KanunsapHO/ CTEHKM 1 BbI3bIBatOT NPO-
TENHYpU0. LINTOKMHBI 1 haKTOpbl POCTa, BbICBOOOX-
Jarolmecs Kak 3K30MeHHbIMU, TaK U 3HA0TEeHHbIMU
rNIOMepPYNAPHLIMU KNeTKaMu, NPUBOAAT K Me3aHr nasib-
HOV Mponudepauun 1 3KCnaHCMn MaTprKcea.

Matodmsmonornyeckas ocHosa MIMIH ceA3aHa
C HEKOHTPO/IMPYEMOIA CUCTEMHOI aKTUBaLMEN anbTep-
HaTMBHOrO MyTW Kackafa KOMMJeMeHTa. Y HeKoTo-
PbIX NALMEHTOB yTpaTa Perynaunu CUCTeMbl KOMMe-
MeHTa BbI3blBaeTCA C3 HEPPUTUUECKMM (DAKTOPOM -
ayTOaHTUTENIOM, HanpaB/eHHbIM NPoTuB C3 KOHBep-
Tasbl albTEPHATMBHOIO MyTW. BbINO HalifeHo, 4To ro-
MO3WUTOTHbIW getmumnT haktopa H - pacTBopnmMoro
PerynatTopa CUCTeMbl KOMIMJIEMEHTa, 06pa3ytoLLero-
CS B MeyeHW, yacTo accounmnposaH ¢ MIMIMH Tuna 2.

BbicoKas YacToTa peLManBoB B NOYEUHbIX TPaHC-
NnaHTaHTax NOATBEPXKAAET POSib LUPKYNUPYHOLLEro
thakTopa B natoreHese MIMIMH Tuna 2.

MaTonorua

CBETOOMTUYECKN MOBPEXAEHUA XapaKTepUsytoT-
€A MpY3HaKamMm Me3aHr MasibHO npoangepawumm 1 yTon-
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LeH1eM MeM6bpaH Kanunnspos Ky6ouka BCleacTBme
HanMuuna nepuepuyecKUX UMMYHHbIX Len0o3nTOB Ka-
NUNNSPHOWA CTEHKM U YCUEHUS KOHTYpa («TpamBaii-
Hble PefbChbi») rNOMepYNApHbIX 6a3anbHbIX MemopaH
(TBM). KaxpabliA M3 3TUX NPU3HAKOB MOXET OblITb
BblpaXKeH B pa3NUYHON cTeneHu. MNpu ngnonatmyec-
kom MIIH nponugepaums MMeeT TUMUYHYIO eUHO-
06pasHyto anddysHyo gopmy, B OTANYME OT Hepery-
NSIPHO BOBNEYEHHOCTM B NPOLECC, Habo4aemoin npw
nponugepaTBHOW (Hopme BOHAHOYHOIO HedpuTa.
MonynyHus MOryT GbiTb Kak Npu MAMONATUYECKOM,
TakK 1 Npy BTOPUYHOM BapuaHTax. [pw nporpeccupo-
BaHWM MNOBPEXAEHUI HAbNI0AAETCA YMEHbLUEHWE Kile-
TOYHOCTW, HAKOMeHWe MaTpuKca Unn, nNpu 4auTenb-
HOM TeyeHUW, HapacTaHwe NPU3HaKOB CK/1epo3npoBa-
HUs.

Mo3xe, N0 Mepe NporpeccnpoBaHuns 3aboneBaHms,
BbIABNAOTCA TYOynspHas aTpogus, UHTEPCTULMAb-
HbIA 1 COCYAUCTBLIN PrOPO3.

MMIH Trna 1 (Me3aHrnokanuanapHelin MH; 80%
cnyyaeB MIIH) ynbTpacTpyKTypHO XapaKTepusyeT-
ca cyb63aHaoTeNnanbHbIMM UMMYHOKOMMNIEKCHBIMU
OT/IOXXEHUAMW, KOTOpbIE B CBOK 04epefb CTUMYIU-
PYHOT pennnkaunio matepuana 6asanbHoil Membpa-
Hbl U HEKOTOPbIX CYy03NUTeNNANbHbIX Len03UTOB.

Ona MMNIH tuna 2 (60M1e3Hb NNOTHLIX Aeno3u-
T0B; 10-20% cnyyaes MIMHI') naTOrHOMOHWUYHbI UH-
TpameM6paHO3Hble MNOTHblE Aen03UTbl BHYTPU Oa-
3a/lbHOW MeMb6paHbl Ky604KOB, KaHabLEeB M Kancy-
Nbl boymeHa.

Mpm MIMIH TMna 1 UMMYHOTUCTONOMNYeCKN OT-
MeyarTCa Me3aHrManbHoe U Cy63aHAO0TeNnanLHoe
OKpaLLMBaHWe rpaHynsapHbIX OTAOXKeHUI Ha 1gG, M, Clq
n C3, a Takxke 60nee cnaboe 1 BapmabenbHoe OKpa-
wmBaHue Ha IgA n ubpuHoreH. B cnyyae MIMIH
TUNA 2 HAXO4AT Aen03nTbI BAO/b NepUdepuyecKnx rno-
MepYNApHbLIX 1 TyOYNsapHbIX 6a3aibHbIX MeMOpaH.

MporHos

MIMIMH TMna 1 umeeT TeHAEHUUIO K MedNeHHOMY
MPOrpeccupoBaHnio C HE3HAUUTESIbHbIM KOJIMYECTBOM
CMOHTaHHbIX pemuccuii. CoobLLanock, YTO LeCATH-
NETHAS BbDKMBAEMOCTb cocTasnseT 50%. NoBTopHas
6uoncusa, NpoBefeHHas nocne ANUTENIbHOro Kypca
Tepanuun, LOKYMEHTMPOBaia PErpeccuio Me3aHrmoka-
NUNNSPHBIX NOBPEXEHUIA, HO C YaCTON NePCUCTEHLIN-
eli Me3aHrnasbHOW rMNepKNeTo4HOCTH.

MIIH Tna 2 06blYHO NpoTeKaeT 6onee arpec-
cuBHO, Yem MIIH tuna 1 Xota, npumepHo y 20%
nauneHToB ¢ MIMIH Tuna 2 moxeT HabnwLaThCs
OTHOCUTENbHO CTabunbHOe TeueHme. bonee Gnaronpu-
ATHbIA pe3y/nbTaT CBOMCTBEHEH NauMeHTaM C acumn-
TOMaTWYecKol rematypueit n cybHepoTUYeCKoin npo-
TEUHYPUEi, KOTOpble UMetoT (POKasIbHbIe U YMepeH-
Hble MembpaHonponudepaTUBHbIE NPU3HAKKN MpU

Tabnunua 8
3ab6oneBaHnNA, cBA3aHHbIE C INTOMEPYNAPHbIMU
oTnoxXeHnamun IgA

MepBUYHbIE MPUYNHBI
- IgA Hedpponatus
- Mypnypa LWeHnaiH-TeHoxa

BTopuyHble NpnunHbl
- 3abonesaHuns NeyeHU: ankoronbHbIA LUPPO3, renatuT B, xpo-
HUYECKMI WKncTo3omaTos
- 3aboneBaHnsa KUWEYHMKA: Liennakns, XpOHNYECKNn A3BEeH-
HbIl KOUT, 6onesHb KpoHa
- 3aboneBaHna KoXu: repneTMdOpPMHbI fepMaTuT, ncopuas
- 3aboneBaHue nerknx: capkonaos, reMocuaepos, KNCTO3HbIN
¢hn6po3
- Onyxonu: KapLuHOMa /1erkoro, ropTaHu, NoaKenyno4Hon xe-
nesbl, PYHronaHbIA MUKO3
- CuUCTEMHble UMMYHrble paccTpOCTBa: NCOPMA3HbIA apTpuT,
aHKMNO3NPYIOLWNIA CNOHANANT, CMHAPOM CberpeHa, CUHAPOM
BexyeTa, cuHgpom Pelitepa, amuibHas UMMYHHas TpoM6bo-
LUTONEeHNS.
- 3aboneBaHus, coveTatolmecs ¢ IgA HeppuTOoM: 60N1€3HD MU-
HUMaNbHbIX M3MeHeHUn, ANCA-NO3UTUBHbLIN Backynut, auna-
6eTuyeckas Hedgponartus, MembpaHO3Has HedponaTus,
rpaHynemaros BereHepa.

Hethpo6uoncuun. MIMIH peunanBUpPYET B NOYEUHbIX
TpaHcnnaHTaTax ¢ yactotor 20-30% npu Tune 1 un
80-100% npu Tvne 2. OfHAKO KAWHWUYECKas 3Hauu-
MOCTb PeuuanBUpPOBaHMA YMEPEHHA U MEHee Yem B
10-20% cnyyaeB peuuvB OTBETCTBEHEH 3a OTTOp-
XXEHWe TpaHcniaHTara.

IgA HE®PPOMATUA

IgA Heponatms (IgAH) - me3aHrnonponugepa-
TUBHbIIA FNOMEPY/IOHepUT, ABNISKOLLMIACS Hanbonee Ya-
CTbIM r/IOMepynisipHbIM 3aboneBaHneM. B nopgasnsito-
wem 6onblnHCTBe cnydvaes IgAH - nepsuyHoe 130-
nupoBaHHOe 3abosieBaHUe Moyek. TeM He MeHee
MMEEeTC HeMano KMHWYeCKne CUTyaluid, KOTopble,
no-BMAMMOMY, NpeapacnonaralT K BTopnyHoi IgAH
(Tabn. 8). KnuHuuyeckue nNposiBfieHMs nepsuyHoii IgA
HethponaTum 06bIYHO BO3HMKAKOT BO BTOPOW UK Tpe-
Thbeli AeKafe XXN3HW, MPENMYLLECTBEHHO Y NINL, MYXC-
KOro nosa.

MpunbnmsntensHo y 40-50% naunMeHToB MMeeTCs
peunaMBMpYIOLLAA MaKpoOCKOoNuyeckas rematypus,
KOTOpasi 06bIMHO COYETaeTCs C MHeKLMeRn pecnupa-
TOPHOro TpakTa. ACMMNTOMAaTUYecKas rematypus c
npoTenHypuein nnn 6e3 Hee oTmevaetcs B 30-50%
cnyyaeB. HedpoTuyecknii CMHAPOM MMeET MeCTo
TONbKO Y 5% Bcex 60MbHbIX C IgA 1 6onee xapakTe-
PEH ANs AeTeli 1 NoAPOCTKOB.

MaToreHes

MoTeHUManbHble MeEXaHU3MbI, Nexalliie B OCHOBE
[Jeno3uumm IgA 1 nporpeccumn nopaxxeHus noyek, npea-
CTaBJ/lieHbl Ha puc 3.

Y nwogeii npogyuupyeTcs ABa U30Tuna MMMyHor-
nobynuHa A nogknaccos IgA 1 un IgA 2. MnasmaTtu-
YecKme K/eTKM, acCoLMNPOBaHHbIE C raCTPOUHTECTU-
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YBenunueHve cuHTesa
1pAl B KOCTHOM MO3rY

[JledhekT nMMyHHOI
CUCTEMbI CNN3UCTON

[JlechekT ravkosvnnu-
poBaHua 1pAL

\ I /

Jeno3wmna IgA 1 B kryb6ouke

/

CHwxeHne
KpeHca

1

Puc. 3. MoTeHunanbHble MexaHu3Mbl, 06ycnasnvBearoLme rno-
MepynsipHylo genosuuuio IgA n nporpeccuio novyeyHoro 3abo-
nesanns npu IgAN [Donadio J, Grande JP 2002; NEJM
10:738-748].

Ha/IbHbIM M PecrnMpaTopHbIM TPAKTOM, MPOAYLUPYIOT
IgA1l n IgA 2, Torga Kak naasmaTuyecKkume K/eTKu
KOCTHOI0 MO3ra, iMmgaTnyecKnx y3noB v Cene3eHku
npoayumMpyoT npenmyLlectseHHo IgAl. 'nomepynsp-
Hble geno3uTsbl IgA B IgAH, no-enanmMomy, OTHOCAT-
CA UCKNUNTeNbHO K noaknaccy IgAl.

Hauano IgAH moxeT 6bITb CBA3aHO C UH(EKUM-
el pecnupaTtopHOro TpakTa. Vmerowmecs AaHHble
MO3BOMAIOT Monararb, YT0 UMMYHWUTET C/U3UCTBIX,
KOTOPbIA 4aCTUYHO ocyllecTBaseTcs IgA, CHMXKaeT-
ca y naumeHToB ¢ IgAH. CHWXeHHbIN oTBeT IgA Ha
aHTUreHbl CN3NCTOM MOXET 3amyCKaTb YBENMYeHue
NPoAYKUUN NOANMEPHOWA hopMbl IgA1 KOCTHLIM MO3-
rom, 4Yto MPMBOAUT K HApacTaHWIO CbIBOPOTOYHOIO
ypoBHA IgALl. OfHaKO TO/MBLKO YBeNUYeHWe NpPoAyK-
uuu IgA, no-sMANMMOMY, HeJOCTaTOYHO A/19 pPasBUTUA
IgAH, TaK Kak y naumeHToB ¢ IgA-cekpeTupytoLlei
MWeNoMOl HabM4ATCA MOBLILLEHHbIE YPOBHU Cbl-
BOpoTO4YHOro IgA, Ho pefko passuBaeTca IgAH.

HepasHve nccnefoBaHWs Nokasanu, 4YTto MMEeT-
ca fetheKT B ranakTosnnnpoBaHun IgA 1 Kak B CbIBO-
POTKe, TaK 1 B MNOYKe y nauneHToB ¢ IgAH. JedekT-
Hoe ranaktosunmposaHue IgAl BO3MOXHO 6Gnarofa-
P YMeHbLUeHNO pl,3-ranakTo3nn TpaHcgepasHoi
aKTVMBHOCTU, YTO MOXET CHMKaTb MEYEHOUHbIA KNn-
peHc IgA 11 3anyckatb cBfA3biBaHWe IgAl Komnek-
COB C [/IOMEPYNAPHLIMU ME3aHTNaNIbHbIMU KIIETKaMW.
Jenosutbl IgA1 B NoYke CTUMYNUPYHOT MPOAYKLUUIO
Pa3INYHbIX LLUTOKUHOB 1 PaKTOPOB K/IETKAMM MOYKM
N UMPKY/IMPYIOLLMMU KTIETKAMW BOCTIa/IEHNSA, NPUBOSASA
K XapaKTepPHbIM TMCTOMNATO/IONMYECKUM MPU3HAKAM
Me3aHTManbHO-KNEeTOYHOW Mpondepauun 1 aKcTpa-
LeNI0NIIPHON Aeno3nLun B MaTpUKCE.

MesaHrunanbHble OTN0XKEHMA IgA YaCTO CONPOBOX-
fjatotca genosutamu C3, faBas OCHOBaHWA nosararb,
4yTO CMUCTeMa KOMMJ/IEMEHTa TaKXe BOBJ/IEKAETCA B
noyeyHoe nospexieHve. MesaHrvanbHas IgA aKkTu-
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Bauusa C3, BO3MOXHO, peasi3yeTcs yepes abTepHa-
TUBHbIN, MaHHO30-CBA3bIBAOLLMIA- TEKTUHOBLIA (MBL)
nyTb, U 3TO B 0643aTe/IbHOM NOpPALKE BeAeT K reHe-
pauun C5b-9 komnekca, KOTOpPbIA B CYy6/IUTUHECKMX
KOHLIEHTpaLMAX MOXEeT CTUMYNMpPOoBaTb Me3aHrab-
Hble KNETKWM K MPOoAYLMPOBaHUIO BOCMAUTESIbHbIX
meamaTopoB. CyuiecTBOBaHME (aMUbHbIX hopm
IgAH npeanonaraeT BOBMeYeHME FeHETUYECKUX CO-
cTaBnaloLWmx B natoreHes IgA HedponaTum. 3BeHbe-
BOI aHanu3 reHoma (genome-wide linkage analysis),
NPOBefEHHbLIN B HejaBHEM MYNbTULEHTPOBOM UCC/e-
[lOBaHUM NOKa3sas, 4yto Hannume B 60% BHYTPUPOL-
CTBEHHO cBa3n npu IgAH no 6g22-23 nokycy.

MaTtonorusa

Mpy cBETOONTUYECKOA MUKPOCKOMUN U3MEHEHMS
MOryT ObITb MUHUMa/IbHBI. Hanboee 06bIYHbIM MpPo-
ABNEHNEM fBNAETCA Me3aHTrMaibHas nponudepawms,
KOTOpas MOXeT 6bITb (hOKasbHO-CerMeHTapHON, HO
YyacTo 6bIBaeT Anddy3Hol 1 rnobanbHoi. MonynyHus
MOTyT ycyryonaTb Authy3sHblil Me3aHrnonponungepa-
TUBHbIA rnoMepynoHedput. B cpaBHeHUU ¢ Apyrumu
XPOHUYECKUMU [NIOMEPYNAPHLIMY 32601€BaHUSAMMU [/10-
Mepy/I0CKNepo3 ¢ TyBynsipHOi aTpotnein n MHTepCTK-
umanbHbIM Qrbpo3om npu IgAH He ABNAIOTCA Xapak-
TEPHLIMU CBETOONTUYECKMMM NPU3HAKAMMU.

VimmyHoructonorna: mesaHrmanoHole IgA geno-
3UTbI ABMAKOTCA OMpPesenstoLyM NPU3HaKoM SaHHOTO
3aboneBaHus. IgA | geno3mTbl MOFYT MHOrAa HabnMto-
[laTbCA B CTEHKax KanwunnsapoB rIOMepyn v UX npu-
CYTCTBME accouMmpyeTcs ¢ Heb6naronpusaTHLIM Npo-
rHo30M. B 60NbLUMHCTBE CyvaeB OToXeHMe IgM
conpoBoxaaeT IgA. C3 eno3nTbl 00bIYHO BbISIBAS-
IOTCA U MMeloT TaKoe e pacrpefeneHue, Kak n IgA.
Tak e MOXeT HabnaTbcs NO3UTUBHOE OKpaLIu-
BaHMe Ha C4 n d q. MesaHrumanbHble 1 NapaMe3aHru-
aflbHble 3NEKTPOHHOMNMNOTHbLIE Aen03UThbl ABNAIOTCA
YNbTPaCTPYKTYpHbIM nposasneHvem IgAH. WHorga
MOXET HabnaaTbes PoKasbHOe UCTOHYEeHKE H6a3asib-
HON MeMbpaHbl.

OnddhepeHumanbHblil AMarHos

IgAH HedponaTua gomkHa 6bITh 0TANGDDEPEHLM-
posaHa oT nypnypsbl LLIeHnsiH-IeHoXa.

Mypnypa LUeHnsiiH-TeHoxa (Schonlein-Henoch
purpura) xapakTepusyeTcs Haiu4ymem CUCTEMHBbIX
CUMMTOMOB (ME/IKOTOYEUYHON Mypnypbl, apTpanrum,
abloMMHaNbHbIX 60eid) U MOPgONOrnYecKNUMIU 3me-
HEHUAMW B MOYe4HOM GuonTate, NOXOXuMK Ha IgAH.
Mpu 6Gruoncun Koxm 601bHbLIX ¢ Nyprypoi LUeHNsiiH-
["leHOXa B cocyfax 4acto HaxomdTt genosntobl IgA. Ha
OCHOBE CEMEMHbIX UCCNeaoBaHNiA BbII0 OTMEYEHO, UTO
nypnypa LUennsiiH-I'eHoxa 1 IgAN moryT 6bITb Ba-
prvaHTaMu OfHOro WM TOrO XXe MaTofI0rMYeckKoro npo-
Lecca. OaHako (hakTopbl, NPUBOASLLNE K CUCTEMHOM
aKkTmBauum IgA-cogepxaLinx MMMYHHbIX KOMIM/IEKCOB
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Tabnunua 9

MporHoctuyeckue mapkepbl Nnpu IgAH [Barratt J,
Feehally 3. JASN 2005; 16: 2088-2097]

KnnHnuyeckune

Mnoxoli nporHo3

Moxwunoit Bo3pacT
OnnTenbHOCTb cMMNTOMaTUKM
CyllecTBeHHas NpoTenHypus
mnepTeH3una

MoyeyHas HeAOCTaTOYHOCTb
YBenumueHne uHgekca maccol Tena

Xopowuii nporHo3
Peunausupytolias MUKpPOCKONMYeckas
rematypusi

mcTonaTonornyeckue

Monoxoi nporHo3
CBeToONTUYECKas MUKPOCKOMUSA
Cnalikn ¢ kancysoi v nonynyHus
FnomepynsapHbIii ckNepos
TybynspHasa atpdus
WNHTepcTuymanbHblii hnbpos
YTonueHne cocyancToi CTeHKN

NmmyHodnyopecLeHumus
OTnoxeHve IgA B KanunnsapHbIxX
neTnax

ro HapacTaHus NpPoTeMHYpUM 1 YacTo Npo-
rpeccupyet BMAOTb 40 TePMUHa/ILHOW Mo-
YyeyHoli HegocTaTouHOCTU. HedpoTnuecknii
CUHAPOM BbIABNAETCA Y 87% NaLWEeHTOB C
HethponaTtumein npu grabete Tuna 1u 70% -
npu gnadete Tuna 2. TepMyHaIbHas Noyey-
Has HefOCTaTOYHOCTb pa3BuBaeTcs 6osee
Yem B 75% cnyyaeB B TeyeHue 15 net ot
MOMEHTa perncTpauuny BblpaXXeHHoW npoTe-
VHYPUN.

[MaToreHes

[unabeTuyeckas Hepponatms xapakTte-
p13yeTca HaKoMnIeHWeM 3KCTPaLeNIoNApHO-
ro matpukca (3LM) B rnomepynspHoM me-
3aHIMKN N TYOYNOUHTEPCTULMMN. DTO MOXET

He BnuseTt Ha NporHos YnbTpacTpyKTypa
Mon Mes3aHrnonunsuc
JTHOC Ledbextbl FEM
YpoBeHb IgA

Xopowwuii NporHos

MuHUManbHble cBeToONTUYECKne

HapyLieHus

He BnusieT Ha NporHos
WHTEHCUBHOCTb OT/IOXEHMIA IgALl
[ononHuTtenbHoe OTNOXeHNe

IgM, IgG, C3

npu nypnype LUeHnaiiH-IeHoXa, UAn NOKaM30BaHHOM
akTvBauun npu IgAH BbISBNEHbI He ObINK.

Mpu IgAN, Kak npy BOSYaHOYHOM HedpuTe, OT-
MeyaeTca 3HauUMTeNbHasA CTeneHb BapnabenbHOCTH rn-
CTOMIOMMYECKUX N3MeHeHUA. C1q Aeno3nThbl XapakTep-
Hbl 415 NaUWEHTOB C BOMYAHOUYHbIM HE(PUTOM U Me-
Hee 4yacTo BbIgBNAOTCA Npu IgAH. KnuHnyeckne n
ceponoruyeckume nposieneHns CKB obecneumBatoT He-
06X0aMMble AMarHOCTUYECKUE KPUTEPUN.

MporHos

O6bI4HO IgAH nporpeccupyeT Mef/IeHHO 1 Npu-
BOAUT K TEPMUHA/ILHOW NOYEYHON HeA0CTaTOYHOCTM
20-30% nauneHTOB B TeueHue 20-25 fer.

FMcTonornyeckas cucTeMa OLEHKU MAEHTUPULM-
pyeT Anddy3HbIA nponndepaTuBHbIA rnomepynoHed-
pUT, CTeneHb rn06asbHOro roOMepysipHOro CKNepo-
33, MHTEPCTULMAaNLHOTO (hnMbpo3a v NoMyNyHWUIA Kak Map-
KepoB HebnaronpuaTHOro nporHosa (tabn. 9).

IgAH peunamsupyet B 20-60% TpaHCNNaHTaToB.
PeunanBrpoBaHue 3aboneBaHns NPUBOAUT K yXy/Lue-
HUIO NOYEYHON PYHKLMM U NOTepe TpaHCniaHTarta B
15% cnyuvaes, He3aBMCMMO OT TOrO, MOAy4YeH OH OT
Tpymna uam Xnsoro LoHopa.

OVNABETNYECKAA HE®POMATUA

[wnabeTuyeckas HeponaTtua (AH) passuBaetcs
npumepHo y 15-20% 60MbHbIX ¢ AnabeTom TMna 1u
20-40% nauwneHTOB Cc Avabetom Tmna 2. Hedpotu-
YECKMIN CMHAPOM SIBNSIETCA XapaKTePHbIM OC/OXHe-
HveMm auabetuueckoi Hethponatum. OH 06bIYHO Mo-
AB/SETCA Nocne AAUTEeNbHOrO Nepuoa nocTerneHHo-

ObITb 06BACHEHO AMcbOanaHCOM MeXay CUH-
TE30M U gerpagaumnein KOMNOHeHToB LM,
BefyLUMM K NaTo/IorMyecKoMy HaKoMnIeHUo
KonnareHa, hnbpoOHEKTUHA 1 NTAMUHWHOB.

MaToreHe3 anabeTMyeCKo HethponaTmm
cnoxeH. OH NpeanonaraeTt B3aMOAENCTBUE
pasHbIX PaKTOpPOB: reHeTUYECKUX, remoau-
HaMU4ecKmnx (NOBbILLEHHOE CUCTEMHOE U
WHTParfoMepynsapHoe [aB/feHune, akTUBaUmua PeHuH-
aHrMOTEeH3UH-a/IbA0CTEPOHOBOW cuctembl (RAAS) ¢
COOTBETCTBYOLUMMU FEMOLMHAMWNYECKMMU CABUTaMU,
HapacTaHue YPOBHSA 3HA0Te/IMHA U APYTUX Ba30aKTUB-
HbIX FOPMOHOB), MeTab0ANYeCKNX PacCTPONCTB U
OKMCIMTENbHOIO CTpecca ¢ POPMMPOBAHMEM KOHEY-
HbIX MPOAYKTOB Ype3MepHOro ramkuposaHus (AGES)
N aKTMBHbIX KUCMOPOAHBIX paaunkanos (puc. 4).

daKTopbl puUcKa, cBA3aHHble ¢ pa3sutuem [H,
BK/IIOYAtOT BO3PACT, HEEBPOMEOUAHYIO pacy U MyXcC-
KOW non.

Hannume OH B HEKOTOPbLIX CEMbAX C AMabeTOM
Kak TMna 1, Tak 1 Tmna 2, NpuBeno K NOHUMaHUIo Toro,
YTO reHeTunyeckas NpeapacnosoXXeHHOCTb Cnocob-
CTBYeT pa3BMTUIO 3TOro 3abonesaHus. Monumophmam
reHOB aHrMOTEeH3MHA U aHTMOTEH3UH-1 KOHBEPTUPYIO-
LLEro sH3Mma B XpOMOCOMe 17 1 reHeTUYECKNiA fe-
(heKT B perynaumum NpoayKuum rnko30aM1MHOr IMKaHoB

MeTa6onunyeckune
hakTopbl

FemoguHamunyeckue
chakTopbl

Puc. 4. l'emognHammyeckne n HeremogvHamuyeckne akTopbl
B natoreHe3eH (mogudumumposaHo no van Dijk C., Berl T, [Clin
Sci 2004; 107: 125-136).
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SHLOTENNANbHLIMW U Me3aHTNaNIbHbIMU KeTKamu
TaKXXe KOppenuposas C NpespacrnonoXeHHOCTbIo K
passuTtuio IH. Kpome TOro, BepoATHOCTL MOABEHUA
LMabeTnyecKoin HethponaTumM cBA3aHa C reHeTuyec-
KUM JIOKYCOM XpomocoMmbI18u22.3-123. CoBceM He-
[aBHO 6blN10 NOKa3aHo, YTO NauueHTbl ¢ AnabeToM K
60nee KOPOTKMM afieflbHbIM BapUaHTOM reHa KapHo-
3nHasbl CNDP1 (CNDP1 MaHreiim) B Xpomocome
18, MMeloT 60/blUME YPOBHU KAapHO3MHa3bl U MeHee
npespacnonoXeHbl K pasBUTUIO HegponaTumn, Yem
nunua ¢ 601bLUM YUCNOM NOBTOPEHUI N3UHA B NNAU-
pytowem nentuge CNDPL reHa. ®epmMeHT KapHO3M-
Ha3a cnocobCTBYeT Aerpajaummn aunentuia KapHo3u-
Ha, HECMOTPS Ha TO, YTO KapHO3UH, KakK coo6Lanoch,
NHrnMéupyet opmuposaHme AGE-Monekyn.

Moka3aHo, UTO rMNEPrIMKEMUS BEAET K HAKOM/IEHMIO
AGE B TKaH$sIX NaUMEHTOB C ANa6eTOM. Y POBHU LMPKYIN-
pytolmx AGE noBbIlwatoTes npu gnabete, B YaCTHOCTH,
Y NaLWeHTOB C NOYEYHOM HeA0CTaTOUHOCTbIO, MOCKO/IbKY
AGE B HopMme 3KCKPeTMpYHOTCS C MOYOA.

AGE vHAyuupyroTCsa Npu 3KCMPeccun U akTmea-
LIMN MHOTOUUCIEHHBIX TPAHCKPUMLMOHHBIX (DAKTOPOB,
BOBJ/IEYEHHbIX B pa3BuUTUe AnabeTudyeckoi Hegpona-
UK, BKIKOYas AaepHblin haktop KB(Ne-kB) v nporte-
nHknHasy C (PKC). OaHHbI aghheKT MOXKET ObITb Kak
npsmbim (Yepe3 AGE peuenTopbl), Tak U HENPSAMbIM
(4epes reHepaumio CBOGOAHBLIX paAnKanoB, NPUBOAA-
WY K NPOAYKLMN LMTOKMHOB, MOJIEKY/T afresun u
XeMOKMWHOB). Mpu caxapHoM AuabeTe B pe3ynbTaTe
HeHOPManbHOM MeTabo/IMYeCKol cpeapbl, CBA3aHHOW C
runeprivkeMuent U runepannuaeMmnein, yBenmumnBatoTcs
ROS. ROS cnoco6Hbl akTBupoBaTs NF-kB 1 PKC
B BaCKY/APHbIX 3HA0TENMANbHbIX KNeTKax, yBeanym-
Bas NPOAYKUMIO LUTOKUHOB W 3KCTPALENTHoNAPHOro
MaTpuKca, nnasMMHOreHHOro akTuBaTopa MHrnbuTo-
pa (PAI-1) 1 Ba30KOHCTPUKTOPHOro 3HAoTenuMHa 1.
bonee toro, PKC onocpefyeT akTUBHOCTb COCYAMUC-
TOr0 3HAOTENNaNbLHOro (PakTopa pocTa. ITU U3MEHe-
HUS MOTYT BECTW K YTO/LWEHNIO 6a3anbHON Membpa-
Hbl, COCYMCTOMN OKK/THO31K, YBESTMUYEHHON COCYANCTOM
NPOHMLAEMOCTMN U YCUIEHHOMY aHIOreHe3sy.

"MnepravkeMms NULLIL YaCTUYHO OTBETCTBEHHA 3a
rnomMepynspHyto runepdunsTpauuio npu JH. PaHHue
reMoguMHaMuyeckme M3MeHeHUs BKIHOYAKOT B cebs
HW3KOe COCYAMCTOE COMPOTUBMEHWE MPUHOCALLEN U
BbIHOCALLEA apTepuon, 3HaYUTeNbHOE yBeInYeHune
NNa3mMoToKa, yMepeEHHOe YBeNMYeHre rnoMepynspHo-
ro KanunnsapHoro AaeneHus, BeLyLLero K noBbILUEHUIO
CKOPOCTM KNYy604KOBOWN (hunbTpauun. MoBbILIEHHbINA
ypoBeHb HaTpuiiypetudeckoro nentuga (ANP), 3a-
Lep>KKa XMLKOCTU N HATPWA BCIEACTBME YABOECHNUA €ro
peabcopbumm Ko-TpaHCNopTePaMy B MPOKCUMaIbHOM
KaHa/ibLie U YMeHbLLEHHas akTUBHOCTb RAAS oueBns-
HO CBSi3aHbl C MHAYKUMER runepunbTpaumn y auabe-
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TVKOB MPK NJIOXOM FNIMKEMUYECKOM KOHTpONE. Bknag B
M3MEHEHNS MOYEYHOW reMOAMHAMUKN BHOCUT W Mps-
Masi Basogunataums, onocpesoBaHHas OCMOTUYECKUM
3theKTOM rUNepravkeMum UM CopoUTONMHAYLIMPOBAH-
HOIA aKTMBaLMeR NOINONBHOTO MyTU. VI3MeHeHMs npo-
LYKUUW CYy6CTaHLMIA, BAMAIOLMX HA COCYAUCTbIA TOHYC,
Hanpumep, okcnga asota (NO), B ycnosusx amaberta
CMOCOG6HbI BbI3BaTb AMCOaNaHC MEXAY HAMMW, KOTOPbIRA
TaKXKe MOXET ObITb B KaKON-TO Mepe OTBETCTBEHHbLIM
3a pasBuTHE TUNepUIbLTPaLMN.

Ty6ynouHTepcTULMaNbHbIE N3MEHEHUSA, KOTOpble
CTPOro KOpPenupyroT C COCTOAHUEM (DYHKLMUW MOYeEK,
He ABMIAKOTCA MPOCTO HUXKENEXALLUM OTPaKEHUEM
rNIOMEPYNSPHOro NOBPEXAEHNS.

MpeanonoXnTensHble MeXaHW3Mbl, MOCPEACTBOM
KOTOPbIX BbI3bIBAETCS HEr/IOMEPY/SpHas noyeyHas
ANCHYHKLMM, MOTYT ObITb CBSiI3aHbl C OfHOBPEMEH-
HOW 3KCMO3uLMel MPOCKNEPOTUYECKUX LUTOKNHOB B
KNy604uKe 1 Ty6YNOMHTEPCTULMM, a TaKXe TyBynoToK-
CUYHOCTbIO, 00YCNOB/IEHHON HapacTaHWeM COfepa-
HUs 6enka B (unbTpaTe.

MaTtonorusa

YTonweHue 6asanbHbiX MembpaH MOXeT o6Ha-
PY>XUBATbCS KaK B CAMOM Hayane, Tak U B TeYeHue
nepBbIX 2 N1eT NOC/Ee BbISBAEHUS caxapHOro guaberta
N CNYXXWUT YyBCTBMUTENbHBIM MHANKATOPOM Hannuus
[aHHoro 3abonesaHus.

B [0OMONHEHNE K M3MEHEHMSM B TO/LLMHE U KOH-
thurypaumm KanunnspHbix 6asanbHblX MeM6paH B
KNy60ouKe MOryT ObITb pacrno3HaHbl YeTbIpe pasfiny-
HbIX TUMa NOBPEXAEHNS.

AndysHbIli TNOMepynoCcKNepo3 XapakTepusyeT-
A yBE/IMYEHUEM Me3aHTMa/TbHOr0 MaTPUKCa, MOBPEX-
JEHMEM LefbIX rNOMEPYSPHbLIX NMETeNb U BOB/IEYEHU-
em 60blieil YacTn Kny6ouka. MoXeT npucyTCTBO-
BaTb Me3aHrnanbHas KnetouyHas nponudgepauns

HogynspHbiWw rnomepynocknepos (tensua Ku-
mMenbcTuna-BuncoHa) - Hanbonee xapakTepHoe Mo-
BpexxgeHve npu AH. O6bIYHO OH XapaKTepusyeTcs
Y3€/IKOBbIM HaKoMeHNeM roMoreHHoro 303nMHoMuIb-
HOro mMartepuana B Me3aHrMu. 3T MOBPeXAeHUA
06bIYHO 6bIBAIOT aueNMONAPHLIMA B LIEHTPE, HO He
no nepudgepun. B npouecc MOXeT 6biTb BOBNEYEHO
HECKOMbKO N06yNn Knybouka, a y3enkn 4acto MMET
pasnuuHbIi pasmep.

MoBpe>KAeHNs B BUAE «KanCynsspHON Kanau»
N «DUOPMHOBOIA LLAMOUYKN» SBASAKOTCA FTOMOTEHHbI-
MW 303MHOMMUIBHBIMU CTPYKTYpaMu BapuabensHOro
pasmepa. OHM MOTYT /IOKa/IM30BaTbCA Mexay 6a3anb-
HOI MemOpaHOW 1 Npunexallmm napueTaibHbIM 3Mu-
Tennem BoymeHOBOW Kancysnbl, MeXay cnosMu 6a-
3a/IbHO MemMbpaHbl Kancy/bl NN HAXOAATCA BHYTPM
npocBeTa O4HONW UK 60Mee AMNaTUPOBaHHLIX Kanu-
NAPHBIX NeTeNb FIOMEPY/bl, COOTBETCTBEHHO.
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ApTepun 1 apTepuonbl. M'MannHO3 apTepuon ¢
BOBJ/IeYEHMEM, KaK a(h(hepeHTHON, TakK 1 agipepeHTHOM
apTepuon 0THOCUTENbLHO crieuuduyeH ans AH n vac-
TO cBfA3aH ¢ HC.

TybynonHTepcTunyin. TybynapHas 6GasanbHas
MeM6paHa 4acTo YTOJLeHa U MOXET ObITb pacluen-
NleHa 1 paccnoeHa. Horga KieTku MpPoKCUMASIbHbIX
KaHa/IbLIEB MEIOT HEXXHYHO BaKyOMU3aL Mo LuTonnas-
Mbl 1 COAepPXXaT Nunuasl, 06bIYHO Y NaLMEHTOB C Ma-
HuecTaLnel HepoTMUECKOTO CMHAPOMA. MIHOraa Bbl-
ABNAIOTCA TaK Ha3blBaeMble U3MeHeHUs ApMaHun-3n-
WTEeWH, CBA3aHHble C HaJnyMem Tr/INKOreHa B
KaHanbuax. TybynsapHas atpotus v UHTepCTULMaNb-
Hbli MBPO3 06bIYHBI MPU MpOrpeccuy npouecca u
MOTYT COMPOBOXAATbCA XPOHUYECKUMW BOCMa/INTE b-
HbIMW MHUAbTPaTaMM.

WmmyHoructonorus. Mpu AH moryT HabnogaTb-
ca anhdy3HO-NMHEHbIE UKW TPaHyNSpHbIE IOKanu3a-
umm 1gG BLOMb FNOMEPYNAPHLIX KANUANAPHBIX MEMO-
paH, B Me3aHrnu 1 Ty6ynsapHbIX 6a3afbHbIX Membpa-
HaxX. OTnoxeHne 1gG MOXET COMpPoBOXAaTbCH
nenosuuueli IgM, IgA, C3, pubpuHoreHa. MiHoraa He-
3HaYMTeNbHOE KOIMYECTBO UMMYHOT100YIMHOB U KOM-
MJeMeHTa OTMEYaeTCa B Y3e/Kax, XapaKTepHbIX A4S
MOYEYHOro NOBPeXAeHus npu avabete.

JNeKTPOHHas MUKPOCKONUA. B KanunispHoi cTeH-
Ke Mopgonormyeckme U3MeHeHuUs npeLcTaBneHbl Kak
B (6M, KoTopas cTaH4apTHO YTO/LLEHA, TaK U B 3Mn-
TeNINasIbHbIX K/ETKaX, KOTOpble AEMOHCTPUPYIOT Ba-
prnabensHoe CANSHUE HOXKOBbIX OTPOCTKOB MOAOLM-
TOB. MOryT HabntofaTbCA HOAYNAPHbIE MOBPEXAEHMS
Me3aHIrusi, COCTOsALWME M3 KONMareHoBbIX Gubpunn,
ManeHbKUX IMNUAHbIX YaCTUYEK U KNETOYHbIX (hpar-
MeHTOB. K/NeTOYHOCTb YMeHbLUEHA B LieHTpasbHbIX
30Hax Y3eNKOB 1 yBeNnyeHa - B nepudepunyeckux. Mo
nepugepnn HOAYNAPHLIX NOBPEXAEHWIA MOTYT OTMe-
4aTbCA CNYLLEHHbIe SHAOTENUANbHbIE KNeTKW. Tpo-
CBETbI KanuinsapoB BOKPYT Y3e/1KOBOIO MOBPEXAeHUs
MOTyT cofepXaTb Monycthepuyeckme 3fIeKTPOHHO-
NAOTHble MaTepuanbl, Tak Ha3blBaeMble «DUOPUHOBbIE
Lanoykm». Fpu andoysHbiX NOBpeXaeHnsax Habnto-
flaeTcs rnobanbHas aKCNaHcUs Me3aHrnanbHoro mMar-
pUKCa C KOMJareHoBbIMKU (hnbpuniaMm 1 mekumMm
NUNUAHBIMU YacTUUKamu. Horga aneKTpoHHOMNIOoT-
Hble [eno3uTbl BbIABAAKOTCSA B Napame3aHruanbHbIX
1 cybanuTennanbHbIX 061acTAX. SNEKTPOHHONIOTHbIE
[leno3nTbl BOKPYT COCYAWUCTON CTEHKWM COOTBETCTBY-
0T rMa/IMHOBLIM U3MEHEHUAM, BUAUMbIM NPU CBETO-
BOM MUKpcKonuu. B kaHanbLax ynbTpacTpyKTYpHbI-
MU U3MEHEHUAMMW SBAAKOTCA YBEMYEHHOro pasmepa
MUTOXOHAPUM N YTOSLLEHHbIE 6a3anbHble MEMOPaHbI.

OnddhepeHunanbHbll anarHos

OunthdysHoe noBpexxaeHne, B YaCTHOCTU Ha paH-
Hell cTafumn pasBUTUSA, KOr4a Me3aHrnaibHble KNeTKu

NPOANMEPUPYIOT, MOXET ObITb MepenyTaHo C reHe-
pann3oBaHHOW hopmoil MesaHrmonponugepaTus-
HOro rnomepynoHegpuTa. Mpuposta M3MeHeHUs Ka-
NUNNSPHON CTEHKM A0/MKHA ObITb 0TAM((EpEHLMpOBa-
Ha OT TOW, KoTopast HabnogaeTcst Npy MeM6paHO3HOM
rnomepynoHedpuTe. Fpn MCNOMb30BaHUMN METaMUH-
cepebpsHoii kpackn (PASM) ¢ gokpalumsaHuem PAS,
B Cy4ae AnMabeTnyecKoin HedhponaTnm BCA Kanunnsap-
Hasi CTeHKa KpacuTCcs B YepHbIiA LBET, TOrga kak npu
MebpaHO3HOM romepynoHedpuTe MM oKpaluvBaeT-
€Al B UepHbIiA, a cyb6anuTennansHble 4eno3uTsl - B po-
30BblIiA. INEKTPOHHAA MUKPOCKONUS - ONpeseNstoLLmia
MeTof4 ANs Tako anddepeHLMansHOM ANarHOCTUKN.
Hannuve nHenHOro okpawMBaHUs KanunispHbIX CTe-
HOK Ha a/Ib0YMUH NPy UMMYHOTUCTOXUMMM, JOMO/THEH-
HOe NOSIBNEHMEM YTONUWEHHOW TBM un oTcyTcTBUE
MMMYHHBbIX [eM031TOB NPU 3/1EKTPOHHON MUKPOCKO-
MWK, UCKNOYAET BO3MOXHOCTb MMMYHOKOMIIEKCHO-
0nocpesoBaHHOIo rnomepyoHegpuTa.

HopgynspHas hopma AnabeTnyeckoro rnomepynoc-
K/epo3a He fo/MxHa ObITb NepenyTaHa ¢ ApyrumMm ns-
TblO 3a60/1€BaHUAMU, MPU KOTOPbIX KNY6OUKK BOB/e-
KaloTcsA B npouecc: aMuionaos, 60ne3Hb 0TNO>Ke-
HUS  Nerkux  uenein, WMMYHOTaKTOWGHbIL
rnomMepynoHepuT, MembpaHo3HO-Npoaudepa-
TUBHbIW TFOMepynoHe(puUT W penapaTuBHas
thaza TPoOmMOGOTMUYECKONW MUKpoaHrnonaTum. Ha
NpaKTUKe CoYeTaHWe HaMuynsa HOLYNSAPHOrO Me3aH-
rMonmn3nca, KancynsapHoix Kanesb 1 PU6pPUHOBBIX LLa-
MOK C rMMasiMHO30M NPUHOCALLEN W BbIHOCALLEN apTe-
pvion ABAsETCA AOCTATOUHBIMW ANS AnarHocTukm AH.

AMNNIONAO3

AMWUNONA03 - TEPMUH, NPUMEHSEMbI ans 060-
3HauYeHus 3a601eBaHNIA Pa3IMUHON 3TUONOTUI, OAHUM
M3 NaToNorMyecKnx MPU3HaKoB KOTOPbLIX ABASETCS
HakonneHve uoPUNNAPHLIX MPOTEMHOB B 3KCTPaLes-
NIONAPHOM MPOCTPaHCTBE.

3Tnonorua/Knaccugpukayums

AMNNONL03 MOXET BbITb KNacCMhMuMpoBaH Ha:

MepBuyHbILW amunongos ¢ AL-amunongom (Igh:
75-80%; lgk-light-chains) u AH-amunongom (lgy-
heavy chains) npefcrtasnseT coboi nnasmMakneTou-
HYH AMCKpa3uto, KoTopas 0ObIYHO XapakTepusyeTcs
CUCTEMHOI feno3uuneid amuionsa n ysenmyeHnem
MOHOK/0Ha/IbHbIX M/1a3MaTUYECKNX K1ETOK B KOCTHOM
MO3re - MOHOK/I0HaNbHaa B-kneTouHas Heonnasus.

BTopuyHbill ammunongo3 ¢ AA - amuiongom
(cbIBOPOTOUHLI amunong A)

HacnefcTseHHas hopma npu ceMeinHoii cpem3em-
HOMOpPCKOW ninxopagke (MyTtauum kpuonupuHa /NALP3
reHa u SAA n3ohopMbl NPeSLLECTBEHHNKA).

XpOoHMYecKoe BocnaneHne/MHMEKLMOHHbIe 3a60ne-
BaHWUSA: XPOHUYECKMI BPOHXNT, PEBMATOUAHbIN apTpuT,
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ncopuas, 6onesHb bextepeBa (Morbus Bechterew),
cuHgpom Pelitepa, cuHgpom Ctunna, CKB, cuHgpom
CoerpeHa, 6one3Hb KpoHa, A3BEHHbINA KonuT, Tybep-
Ky/e3, OCTeOMUENUT, BPOHX03KTa3Ns.

Heonnasuu: bonesHb XOMLKKUHA, MakporiobynuHe-
Musi BasibieHCTpeMa, NoYeqHO-KNeTouHas KapLmHoMa.
[pyrve 3abonesaHunsi: 60ne3Hb KactenbMaHa.

CUCTEMHbI CeHuNbHbIR amunongos ¢ AS (ce-
HUMbHBIA aMUIonL), NPOUCXOAALLNIA U3 « AMKOr0» TUMa
TpaHCTUpeTnHa (npeanbbyMuHa).

HacnefCTBeHHbIN amMniongo3 ayToCOMHO-40MU-
HaHTHble 3a60/1eBaHNsA BCAEACTBUM MyTauuu pasiny-
HbIX FeHOB:

- TpaHcTupepuH (TTR) - ayTOCOMHO-OMMWHAHT-
HblA TTR-amunongos

- AnonunonpoTenH A-1 (cemeliHas aMuIouano-
NHeponaTus)

- [enconuH (cemeliHas (hMHCKas LepebpanbHas
amunounaHeiponaTus)

- UmnctatuH C (hamunbHas ncnaHackas anoniek-
cus)

ATPOreHHbIW aMunonLo3 B BUae pP2-MUKPOrIo-
OynapHOro ammnounaa, KoTopblii pa3BrnBaeTca B Teye-
HWe JONrOBPEMEHHOr0 remofmannsa.

Jlokann3oBaHHble hOpMbIr aMunong03a, CBs3aH-
Hble ¢ 601e3Hb0 Anbureiimepa (Ap) 1 auabeTom Tna
2.

XapakTepucTUKy 4 OCHOBHbIX TUMOB CUCTEMHOIO
ammnoungosa npefacrtasneHbl B Tabn. 10.

AMUNOMAO03 HEejaBHO KMacCM(uLMpoBaH Ha pas-
NNYHbIe (DOPMbI HA OCHOBE XUMUYECKOW NPUPOLbl NX

amuIonaHbIX 6e/IKOBbIX MpeALecTBEHHNKOB U Kak
6b1/10 BbISIBNEHO 60M1ee YeM 24 pa3NNUHbIX NPOTENHA,
Ha CEroAHsLLIHUIA feHb ABNAKOTCA reHeTUYeckn obyc-
NnoBneHHbIMK y ntofei (Mpuno>kexune 1).

[MaToreHes

MpefnocbINKoi AN pa3BUTUA CUCTEMHOIO amu-
nounposa fBAAeTCA NPUCYTCTBME aMUIOMAOrEHHOrO
npoTenHa B nnasme. B 60MbLUMHCTBE Clyyaes, Npes-
LLIECTBEHHUK - 3TO HOPMasIbHbI/ MPOTENH, UMEIOLLUIA-
€1 B HEHOPMa/lbHO BbICOKOW KOHLEHTpaLuu, uam npo-
TEUH C MU3MEHEHHOWN KOH(OopMaLMeit, BbI3BaHHOMR TO-
YeyHol wMyTauuen, 4yTo Habnwpgaetrcs npu
60/bLUMHCTBE CeMeMHbIX (hopMm amuioungosa. Vime-
I0TCA JOMOMHUTENIbHbIE MEXAHU3MbI, KOTOPbIE Hens-
BECTHbI, TaK KaK y HEKOTOPbIX pPa3BMBaETCA amMuIoun-
[103, MOKa y ApYrnx ero HeT, HECMOTPS Ha NOSBNEHUE
Takoro ke npeamuiongHoro coctosHua. Bonpoc fB-
nsetTcsa nu pacwenneHue (cleavage) 6enka-npegLue-
CTBEHHMWKA BaXXHbIM NS pubpunnoreHesa ocTaeTcs
CMOPHbIM.

Ha HacToAwuiA MOMEHT Mano M3BECTHO O MoOfie-
KYNSpHbLIX MEXaHM3Max, KOTopble UrparT posb B fe-
No3nULMN aMUNOUAHBIX GUOpPUNN B cneunpuyecknx
TKaHAX-MULLEHSX, TaKUM 06pa3om NpuBOAA K pasnny-
HbIM K/MHWYECKUM CUHApPOMAM Mpu amuioujose.
3TOT (PEHOMEH MOXET 6blTb CBA3AHHbLIM C BHYTPEH-
HUMUW XapaKTepuUcTUKamy aMUIOUAOreHHbIX Lenei.
Cneymnguryeckne B3aMMOAeNCTBNA C TKAHEBLIMU NN~
KO30aMUHIIKaHaMy UM peLienTopaMmun KeTOYHO
MOBEPXHOCTM, TAKUMM KaK MyNbTUUTAHAHbIA peLien-
TOp ANA NPOrPeccUpyIoLLero rMKo3VANPOBaHNS Ko-

Ta6bnuua 10

XapakTepUCTUKN OCHOBHbLIX TUMOB CUCTEMHOIO ammnaongosa

T™n CocTtaB thubpunn Benok OcHoBHOe KnunHuyeckne npusHakun Na6opaTopHble
npefwecTBEHHUK 3abonesaHune npu3Haku
AL MoHokoHanbHble Ig X wn k nerkas Mnasmaknetoy- Kapguomuonatus, M-npoTtenHypus,

(NepBUYHbLI) nerkue uenu LlenbCooTHOLEHNE X

Kk: 3:1

Has guckpasus

6enok ben-
[xxoHca B Moye

Hedpponartus, renaTtomeranus,
CUMNTOM “noAyLKn” nneya
(shoulder-pad sign),
KNCTEBOW TYHHE/bHBIN
cuHgpom (carpal tunnel

syndrome)
ATTR TpaHCcTUpeTunH BapuaHTHble chopmbl HacnepnctBeH- Mepudepnyeckan u MyTauusa reHa
(cemeliHblit) TpaHcTUpeTnHa HblIli aBTOHOMHas HeiponaTus, TpaHcTUpeTnHa

Kapgmomuonartus, Katapakra

(vitreous opacities)
AA Amvmunong A- CbIBOPOTOUHbIiA XpoHnyeckne Hedponatusa, renatomera- MOoBbILLEHHBI
(peakTus- npoTeunH amunoung A-6enok BOCnanuTesibHble NN, racTpoaHTeponaTus ypoBeHb SAA,
HbIi1) (SAA) 3abonesaHus CRP B

CbIBOPOTKE

AP2M P2 MUKPOINOBGYNNH P2 MUKPOrNo6ynuH LnutenbHblii OcTeoapTuKynsapHble [MoBbILWEHHbIE

remoananns
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paccTpoiicTBa, KOCTHblE
KUCTbI, KNCTEBOW TYHHE bHbI
cuHgpom (carpal tunnel
syndrome)

YPOBHN p2
MUKpPOrnobynvHa
B CbIBOPOTKE
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HeYHbIX MPOLYKTOB, MOTYT TaK Xe UMeTb 3HaYeHVe B
TKaHeBOI crneunUYHOCTH.

MaTonoruna

AMUNIONL03 AMarHOCTUPYETCA MYTEM BbISBNEHUS
TKaHeBbIX 4eno3nToB 61eHO-PO30BOrO LBETa B Cpe-
3aX, OKpaLleHHbIX KOHI0-KPacHbIM, WU OpaHXXeBoro
LiBeTa 1 A6/104HO-3eM1eHOr0 LiBeTa NPy NoONSPU3aLMOH-
HOW MUKPOCKOMUW.

Moptonoruyeckune NposiBIeHWA AeN03UTOB He And-
(hepeHUMPYIOT NEPBUYHBIA U BTOPUYHBIA amMniouns,

AMUNONS MOXET NOBPEXAATb BCe KOMMNapPTMEHTbI
MOYKK, HO K/Ty6OUKM MOBPEXAOTCA 3aMETHO Yalle.

Kny6ouku. [eno3nTbl amuionga orpaHuyeHsbl
Me3aHrManbHbIMY 061acTAMU Ha Haya/lbHbIX 3Tanax.
Me3aHrunanbHble KNeTKN He YBeMYMBalOTCs B pas-
Mepe, HO OHM CMeLLaloTCs K nepugepmmn 303MHOPUIb-
HbIMW Maccamu. [Mpy HoLynApHON hopme Me3aHTnii
paclumpseTcs 3a cyeT 60/MbLUMX Macc aMmuionga, Ko-
TOpble CAABAMBAKOT U KOMMPOMETUPYHOT rOMepynsp-
Hble Kanunnspbl. Mo Mepe NporpeccupoBaHns OTNOXe-
HVe 4en03nTOB UHMUALTPUPYET KaNUNNAPHYIO CTEHKY:
BHa4ase Aeno3nTbl OrpaHNYMBalOTCA Cy63HLOTENN-
a/lbHbIM PErMOHOM, MpY Pas3BUTLIX HopMax UMEKTCH
60nbLIKe cy6anuTeNnanbHble Maccsl amuaonga, gop-
MUpPYIOLLME LKMbI, KOTOPbIE NPOELMPYIOTCA B MOYe-
BOe MpocTpaHcTBO. LUwnnbl aBAsoTCA cepebponosu-
TUBHbIMU 1 TUO(IABUH T-NO3UTUBHBLIMU.

B Tsenbix cnyyasx, 06nutepauus rnoMepyn aMmm-
NOMAOM CTAHOBUTCA MOJSTHOM C pefyKuuei auHHOCTM
[N15 KOHrO KpacHoro. 3nutenvanbHas nponngepawms
1 opMUpOBaHWe NONYNYHWIA peaKn Npy aMUIongose.

Cocyfbl BCex pa3mMepoB BOB/IEKatOTCS B npoLecc,
[1eno3nTbl aMuIonga UHPUALTPUPYIOT LieSIMKOM COCY-
JOUCTYI0 CTEHKY Kak apTepuil, Tak 1 BeH.

TybynsipHbire 6a3anbHble MeMOpaHbl TakK e 4ac-
TO cOofepXxaT amuionaHble Leno3uThbl NpenmyLle-
CTBEHHO B AMCTa/IbHbIX TPybouKax. B kneTkax Ty6y-
NAPHOTO 3NUTENNUA MOTYT HabnioAaThCs U3MEHEHNS,
CBSA3aHHbIE C 3KCKpeL el MpoTenHa, B BUAe rmaanHo-
BbIX Kanenb. O6bIYHO MMEOTCS BefKoBble LUANHA-
Pbl, KOTOPble HE UMEIOT (hparMeHTaLmu, B OTAnYMNE OT
LUMAMHAPOB BeH-[)K0oHCa NPpY MHOXECTBEHHOM MUeno-
Me.

O6paboTKa Cpe30B, OKpaLLEHHbIX KOHF0-KPacHbIM,
TPUMCUHOM WM NepMaHraHaToM Kanus, no3sonset
anddepeHymposats AL 1 AA amunongel. Mpu atoi
06paboTke AA amunong 4eno3uTbl TEPSOT ABONHOE
NydenpesioMmnieHne, Torga Kak AL genosnTsl aMmuion-
[la 0CTalTCca CTPOro NO3UTUBHBLIMMW, TakK Kak OHU YC-
TOYMBLI K NPOTEONN3Y.

NMMYHOrMCTOXMMUYECKN MOXET HabnogaTbea
HecneunpuyeckKoe okpalinBaHue AN HeKOTOPbIX UM-
MYHOT106y/IMHOB U KOMMOHEHTOB KOMIN/IEMEHTA B Me-
3aHrMK, KanuINsapHON CTEHKE U Ha YPOBHe aMunona-

HbIX feno3uToB. Creyuguyeckme aHTUTENa NPOTUB
AA amunnonga v nerknx Leneii noMmoratoT B onpeje-
NeHUn coctaBa amuioufga, Ho pesynbTaTbl UHOrga
TPYLHO MHTEPNPeTMPOBaTh M13-3a HEU3BECTHbIX aHTU-
reHoB.

Mpy 31eTPOHHON MUKPOCKONUY B 30HE 4eM03UTOB
MOTyT HabnwogaTbCs XapakTepHble, 6ecnopsfoyHo
OpPUEHTUPOBaHHbIE, He CBSI3aHHble MeXay coboli (hunob-
pyunabl WUpUHOR 8-10 HM 1 gnuHoi ot 30 HM. o 1
MK. B fononHeHuWe, anuTennanbHbie KNeTKU, KOHTaK-
TUpytoLme ¢ mopunnamm, HEM3MeHHO UMEKT Cnus-
HVEe HOXKOBbIX OTPOCTKOB, TOr4a Kak HEBOB/IEYEHHbIE
anuTenuanbHbIe KNETKU MOTYT UMETb HOPMaJbHbIe Me-
OUKYNbI.

OnddhepeHumanbHas gnarHocTuka

HopynspHyto hopmy rioMepynsipHOro aMnnongo-
3a cnefyeTt OoTAMYaTh OT guabeTa WU ApYyrux gopm
HOLYNSPHOIO K/y60OYKOBOrO CK/1epo3a.

dnbpunnApHbIW FNOMEPYNOHE(QPUT

370 peakoe 3aboneBaHue, BCTpevaroLleecs Mme-
Hee yeM B 1% Mo4YeyHbIX 6MONCUin N 06bIYHO COnpo-
BOXJatoLLLeecs MoYeYHOW HeJOCTaTOMHOCTLIO, HEe(po-
TUYECKMUM YPOBHEM MPOTEUHYPUN U MUKpPOTeMaTypu-
eil. YNbTpaCTPYKTYPHO OHO XapakTepusyeTcs
fAenosuuneli 6ecnopsigoyHO OpraHN30BaHHbIX, BbITS-
HYTbIX, He CBSi3aHHbIX Mexay coboi pubpunn B npe-
fenax 20 HV B Me3aHrmn 1 6asanbHol MeMbpaHe. 3Tu
thmbpmnnbl 06bIYHO OKpawmBaroTca Ha 1gG n C3, ¢
60/blUel BapnabenbHOCTbIO U €1abo NO3UTMBHO B OT-
HOLLEeHWN ApYTUX UMMYHOT106yn1MHOB. CBETOONTUYEC-
Kast MMKPOCKONUS BbISIBASET Pa3/InyHbIE FTUCTONOMMYeC-
Kue Npu3Haky: MembpaHonponnMgepaT1BHbIi, Me3aHrv-
onponungepaTuBHbIA, AMGEY3HO-NPONGEPaTUBHbIN
rNOMepynoHePUTLI U AKCTpaKanunnapHyro nponude-
pauuio. OKpaluMBaHWe Ha aMmmIons HeraTueHo. [eno-
3numsa (nmépunn orpaHMyeHa NOYKOiA.

NMMYyHOTaKTOUAHbILW FNOMepynoHepuT on-
pefenseTcs NPUCYTCTBMEM Hafiexalum obpasom
YNOpAA0OYEHHbIX MUKPOTPYOOUEK, KOTOpble 0ObIYHO
nvetoT 6onee 30 HM B AmameTpe B TEM 1 B Me3aH-
rum. MukpoTpy60uKn MOryT ObiTb BUAHbI B Cy63anu-
TeNnanbHOM NPOCTPaHCTBE C 06pa3oBaHMEM LUMMOB
6a3anbHOM MebpaHbl. IMMYHOrMCTONOMMYECKN UHOT-
[a BbISBAAETCA rpaHyNspHOE OKpallvBaHWe MOHOTU-
nuuHoro IgG (kanna unm naméga) n C3 Baonb Kanun-
NAPHbLIX NeTeNb U MasaHrMn. pu CBETOBOI MUKPOCKO-
MMM MOTYT HabNHAATLCA aTUNUYECKUIA MeEMOPaHO3HbII
N MeMBPaHO3HO-NPOUEPATUBHBIA TUMbI U3MEHEHUS
KNy6ouka. [enosutbl He OKPaLUMBAKOTCA KOHIO-Kpac-
HbIM. VIMMYHOTaKTOUAHBIWA [IOMEPYIOHEPPUT MOXKET
ObITb CBSI3aH C MOHOK/IOHA/IbHOWN rammonatuneit n/mnm
remato/IorMyecKnM 3/10Ka4ecTBEHHbIM npoteccom. B
HEKOTOpbIX Cy4Yasx HabMAATCH rMNOKOMMNIEMEH-
TEMUSA U OKKYNbTHas KPUOTI06YIMHEMUS.
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MOCTTPAHCM/IAHTALVOHHbIN
HE®POTUYECKNIN CUHOPOM

Mocne TpaHcnnaHTauMM NoYkn 6onee Yem y 43%
PeLMnUeHTOB pa3BKBaeTCA MPOTeMHYpus ceBbiwe 1,0
r/cyT, n 6onee Yem y 13% u3 HMX NOSABASETCA NpOTe-
NHYpUS HethpoTUYECKOro ypoBHs. IMpoTenHypus 60-
nee >1,0 r/cyT - 3TO OfMH W3 CaMblX TOUHbIX NPeAUK-
TOPOB NOTEPM TpaHcMNaHTaTa (peakuum OTTOPXKEHNS).
1- n 5-neTHAA BbDKMBAEMOCTb TpaHCMiaHTaTa y pe-
LUMMNUEHTOB C pasBUTMEM MOCTTPAHCM/IAHTALMOHHOIO
HC coctasnset 75% n 37%, COOTBETCTBEHHO, B CpaB-

HeHuun ¢ 87% 1 52%, Yy KOTOPbIX TAKOBOTO HET.

Tabnuua 11
MpnynHbI NocTpaHcnsiaHTayMoHHoro HC

XpoHuyeckas TpaHcniaHTauMoHHasa rnomepyonaTus
XpoHnyeckas TpaHcnaaHTaLMoHHaa roMepynonaTus + ocTpblii
rnomepynut
XpoHu4yeckaa TpaHcnnaHTauuMoHHas rnomepynonatnsa + ®Crc
Peungvsupytoume rinomepynspHole 3abonesaHus

IgA Hecbponatus

®Crc

Memb6paHo3Has rnomepynonaTus

BonyaHouHbI HedhpuT
De novo rnomepynsipHoe 3a6onesaHue (19%)

Bone3Hb MUHUManNbHbIX N3MEHEHWIA

®Crc

[Ounabetnuyeckas HedponaTus

IgA Hecbponatus

Mem6paHo3HonponudepaTusBHbin M
HeonpepeneHHble rnomepynspHele 3abonesaHus

HekoTopble M3MeHeHWs NOYEK B paHHEM NOCTTPaH-
cniaHTaumoHHoM nepuode (06bI4HO 1 Mec), BKOYas
NoBPEX/eHNS, BO3HMKAIOLLME BO BpeMs 3abopa 1 Xpa-
HEeHMs TpaHCMNaHTaTa, OCTPbIA TyOYNApHLIA HEKPO3
NN OCTPOE OTTOPXKEHWe CNOCOGHbI MHAYLMPOBATb
npoTenHyputo. Mpu BUAMMOIA COXPaHHOCTU Kny6ou-
KOB B 6MonTare OHWM MOTyT MMWUTMPOBaTb 60ME3Hb
MUHUMaSbHbIX U3MEHEHWIA. [TpOTEeUHYPUS B 3TUX CNY-
4asax 06bIYHO YMepeHHa U JO/MKHA ObICTPO CHUXKATbL-
CA B TeYEHMe HECKO/IbKUX Hefeflb, B BO/MbLUMHCTBE
C/ly4aeB C MOSIHOM pPeMUCCUEN B TeueHWe mecsua.

[MaToreHes

XpoHunyeckunii (mbpo3 TpaHcnnaHTaTa fBASETCA
MYNbTUPAKTOPHbIM. OH MOXeT 6blTb pe3y/bTaToM
MMMYHHOIO OTBETa BO B3aUMOZEWCTBUM CO Crefyto-
WUMW YCNOBUAMU: TUNEPPUNBLTPALLMS, NOXMUNON BO3-
pacT 4OHOPOB, NPeTPaHCMNIaHTaHTHas ULLEMUS, LOHOP-
CKWI1 HE(PPOCKNEPO3 UMK LMKNOCNOPUH A.

MaTtonoruna

"nomepynonaTus TpaHcnAaHTaHTa Nno-BUAUMOMY
ABNSAETCA YACTOW MPUYMHOM MOCTTPaHCNAaHTaLUOH-
HOro He(poTUyeckoro cuHapoma. OHa XapakTepu3sy-
eTCs yBeNMYeHNEM KNy60UKOB C HabyXxaHWeM 3HAO-
TeNMabHbIX U Me3aHrMafibHbIX KETOK, 3KCnaHcuel
Me3aHrManbHOro MaTpukca v rnobasibHbIM UK cer-
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MEHTApPHbIM YTO/ILLEHWNEM U YABOEHUEM [IOMEpPYnap-
HOI 6a3asibHOW MembpaHbl. YacTo MoryT Habo4aThb-
CA Me3aHTrMOoIM3NC U UHPULTPaLMS KIyBOUYKOB MO-
HOHYKNeapHbIMU KneTKauMm. [oMepy bl B 610Mcusax
TpaHcniaHTata MoryT TakKxe MMeTb Hecneuuguuec-
Kne U3MeHeHUs, BKIOYas POKaslbHO-CErMeHTapHbIl
VAW TNOGIBHBINA CKEpPO3 MM YMEPEHHOE ULLIEMUYEC-
KOe NoBpexX/eHue, XapakTepusytoLleecs Knyboukamm
Masioro pasmepa, YMepeHHbIM CMOPLLMBAHUEM WU
KONNarncom riaomepynsipHbIX Kanuinspos.

Cnewuduryeckme XpoOHNYECKMe COCYAUCTbIE N3Me-
HEHMA XapaKTepusytoTCs YTONLLEHNEM UHTUMbI apTe-
puvii, paspyLleHneM 31acTUYeCKOn MemMbpaHbl U UH-
thunbTpaumein BocnanmTeNbHbIMU KETKaMK cocyauc-
TON cTeHKu. Mponudgepayma mnogmbpobnacTos B
pacluMpeHHOW MHTUME U POPMMPOBaHME BTOPUYHON
HEOMHTUMbI» TaKXe AB/SETCSA XapaKTepHbIM NpU3Ha-
KOM.

KaHa/bLbl aTpodupoBaHbl, MHTEPCTULMIA hrubpo-
31pPOBaH U 0ObIYHO COLEPXKUT YMEPEHHbIE MOHOHYK-
NneapHble KNeTOYHble UH(UALTPATHI.

VIMMYHOIMCTOXMMUWS: Y NALMUEHTOB C TPaHCMNIaH-
TaLMOHHOM rNoMepynonaTuei BbISBASAET OKpaLLMBaHue
Ha IgM Ha nepudepmmn rnomMepyn v B Me3aHIUKn, TakxKe
yacTto npucyTtcTeytoT C3 u IgA, 1gG un Clag.

Mpy 3NeKTPOHHOIN MUKPOCKOMUK TPaHCMAaHTaLu-
OHHaa rnomepynonaTus XapakTepusyeTca pacLumpe-
HVeM cy63HA0TeNNaNbHOro NPOCTPaHCTBa Kanunnsp-
HOM CTEHKM C Aen0o3nLmeil 3N1EKTPOHHO-NPO3PaYHOro
maTepuana. HoXKOBble OTPOCTKW TFIOMEPYNAPHbIX
BUCLIEPA/IbHBIX 3MUTEINANbHbIX KNEeTOK MOryT C/u-
BaTbCS, 3MEKTPOHHOMNMOTHbIE eMN03UThI, XapaKTepHble
NS UMMYHHbIX KOMIMJ/IEKCOB, OTCYTCTBYHOT.

MporHos

Cpeay pasnuuHbIX NPUYUH NOCTTPaHCNIaHTaLm-
OHHOro HC, xpoHuyeckas HethponaTus TpaHcnnaHTa-
Ta CBA3bIBAETCH C HaMGONbLUEA BEPOATHOCTbLIO OT-
TOpPXXeHUS (84%), HavMeHbLLel BEPOSATHOCTbLIO peMuUC-
cum (9%) M NPOAOCIHKUTENBHOCTHIO (DYHKLMOHUPOBAHWS
TpaHcnnaHTata (14 mec oT Hayana HC go oTTopxe-
HWA). BbiSiBNeHWE TpaHCNaHTaLUOHHOM rioMepy ona-
TUU B GroNTaTe MOYKW CBSA3LIBAETCSA C YCKOPEHHOM
yTpaToli TpaHCcniaHTara.

SAK/NTKOUEHWNE

MHorune NproGpeTeHHbIE U cemeliHble MoYeYHble
3ab0neBaHMs BelyT K HE()pOTUUECKOMY CUHIPOMY.
MpoTenHypusi MOXeT 6bITb MHAYLMPOBAHA MHOTMMM
TUNaMW NOBPEXAEHNS NMOAOLMTA, BKNKOYAs BHYTPEH-
HWE W BHELLHWE MOoBpeXaatoLne hakTopbl. MoBpex-
JeHne MOJOLMTOB YacTo BeET K peopraHm3aumm Lwe-
NeBOIn anadparmbl U CAVUSHUKO HOXKOBbIX OTPOCTKOB,
KOTOpOE MOXKHO HabnoaaTh Npu Bcex opmax Hepo-
TUYECKOro cuHapoma. Mporpecc MonekynspHoi 6umo-
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noruu B nocfiefHee Bpemsa Nokasan, Yto NoAOLMTLI
ABNAIOTCA KNHOYEBbIM 3BEHOM B NaToOreHese He TO/lb-
KO reHeTUYECKMX, HO U MHOTUX NPUOBPETEHHBIX F10-
Mepy/nonaTtuii, Takux Kak (hoKasbHO-CerMeHTapHbIN
rNIOMepPY/NI0CK/IeP03, MEMOPaHO3HbIW rnomMepynoHed-
pUT 1 anabeTnyeckas Heponatus.
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AmunoungHelii  MpepaLlecTBEHHNK CuctemHblin  (S) CuHapomMm wnun

npoTeunH WU NoKanu3oBaHHbIl (L) BOBMeYeHHas TkaHb

AL Nerkne uenu WMMMYyHOrn106ynMHa S L MepBUYHBbIN
Murenoma-accounnpoBaHHbIi

AH Tsxenble Uenu MMMyHoOrn106yMHa S L MepBUYHBbIN
MurenomMma-accounnpoBaHHbli
CemeliHblii

ATTR TpaHcTupepuH S CHUNBHBIA CUCTEMHBIA

Ap2M P2-mukpornobynuH S Femognanus

AA (ApO) CbIBOPOTOYHbI AA S BTOpUMHbINA, peakTUBHbIiA

AApoA-| AnonunonpotenH A-l S CewmeliHblii

AApoA-II AnonunonpoTtenH A-ll S CewmeliHblii

AGel leconvH (Gelsolin) S CewmeliHblii

ALys Nnzosum (Lysozyme) S CewmeliHblii

AFib ®dunbpuHoreH a-uenb S CewmeliHblii

ACys Uunctatun C S CewmeliHblii

ABri ABriPP L CewmeliHaa gemeHuns

ADan ADanPP L CewmeliHaa gemeHuns

AP Ap 6enKoBbIii NpeawecTBeHHNK (ABPP) L Bonesb Anblreiimepa, cTapeHue

APrpP MpuoH (Prion) npoTeuH L CnoHrndopmHas aHuedanonatus

ACal (Mpo)kanbyMTOHUH L C-kneTo4Hast onyxosib
LWMTOBUAHON Xenes3bl

AIAPP OCTpOBKOBbIVi amMUIoOUAHbIA NnonunenTus L OcTpoBKKN JlaHrepraHca
MHcynoma

AANF XenypoukoBblii HaTpuilypeTuyeckuii paktop L CeppgeuHsblil xenynoyek

APro MponakTnH L Crapetowuii runogus
MponakTtnHoma

Alns MHcynuH L ATPOreHHsbli

AMed NlaktagepuH L Crapueckas aopTa, meaus

AKer KepaTo-anutenuH L Porosuua; cemeliHblii

A(tbn) Be3 Ha3BaHus L Onyxonb Muugb6opra
(Pindborg)

AlLac NakTochepuH L Porosuua; cemeliHblii

Mpuno>keHune 2. Moponormyeckne U3MeHeHUs NMouyek, CONpPOBO>KAAlOLLIMECS PA3BUTUEM
TUWYECKOro CUHAPOMA.

Hedpo-

Puc. 1. A3. CeeTtoonTunyeckas MukpodhoTorpacus knybouka naumetHa ¢ 60M1€3HbI0 MUHUMAabHBIX U3MEHEHMIA U HedpoTMyec-
KuMm cuHgpomom (PAS; ysenuyeHue A - 100x, B - 400x). [nomepynbl BbIFSAAT HOPMasibHbIMU.
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Puc. 1. C [ ONeKTpOHHHble
MUKpodhoTorpadum
hparmeHTa Kknyboyka
nayneHTa ¢ 60/1e3HbI0
MUHUMasTbHbIX U3MEHEHWIA.
HabyxaHue n cnusiHne
HOXXKOBbIX OTPOCTKOB
noAounTOB N MUKPOBU/IIES3-
Has TpaHcdopmauus
BUCLEepPasibHOro anuTenuns
(yBenuyenue: C: 3000x;

D: 7000x) (BM - 6a3anbHas
mebpaHa, E - aHgoTenwii,
M - me3aHruid, P - mogouur).

Puc. 2 (A-C). ®okanbHO-cerMeHTapHblii rnomepynocknepos (®Crc). Manoe (A: 200x) u 6onbwoe (B: 400x) yBenuueHue kny6ou-
KoB naumeHTa ¢ ®CIC. VimeeTcsa cerMeHTapHbI konnanc rnoMepynspHbiX netenb ¢ agresveli kK kancyne boymeHa (B Havane
NPOKCYManbHOro KaHasbLa) 1 yBEe/MYeHne Me3aHrManbHoro ckieposa. MeHuctble knetkn B Hanmumm (PAS). IMMyHOrMcToxnMms
(C) nokasbiBaeT genosuumnio Clg B CKIEPO3VPOBAHHOM CerMeHTe kyboyka C BoB/leuyeHueM MesaHrus (yBenunyeHve 400x).

Puc. 3 (A-C). MembpaHo3Hblii rnomepynoHedput (MI). CBeToBass MMKPOCKONMS K1yb6ouka naumeHTa ¢ MeM6paHo3HbIM [/IOMepy-
noHehpuToM BbISBASET yTonuweHne NBM (PAS, ysennyeHnne 200x). IMMYHOrMCTOXMMUA AEMOHCTPUPYET rpaHyIsipHOE OT/I0XEeHWe
B KanunnsipHoit ctexke IgG (B, yBenunyenune 400x) u C3 (C, yBenmueHune 400x).

Puc. 3 (D, E). MeMb6paHO3Hblii
rnomMepynoHedpuT. 3NeKTPOH-
HOMMWKPOCKOMMUYECKN BbISBNA-
I0TCA HeperynspHo yToleHHas
'BM 1 6onbline cybanutenu-
a/lbHble 3/IEKTPOHHOMN/IOTHbIE
0enos3uTbl (CTpenku). Ysenu-
yeHue: D: 3000x, E: 7000x; BM
- 6asanbHas membpaHa, E -
sHAoTenuanbHas kneTka, P -
noaoumT).
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Puc. 4 (A-D). Mem6paHo3HO-NpoMcepaTuBHbIi rnomepynoHedput (MAMH). Tun | MMAMH npu manom (A: 200x) n 6onbwom (B:
400x) yBenuyeHun. Knybouek MeeT NOBbILEHHYIO YBE/IMUYEHHYIO Me3aHrMasibHy0 1 NeiikouuTapHy KneTouyHocTb. Habnogatotcs
nobynspHasa akueHTyauusi, CerMmeHTapHoe yBesimyeHne Me3aHrmanbHoOro MmaTtpukca 1 yTosWweHHble ABYXKOHTYPHbIE KanuiispHble
CTEHKMN («TpamBaiiHble pefbCbl») nepudeprnyeckux KanuiispHelbix cTeHoK (PAS). UmMyHornctoxmmusa (C, D): anddysHoe rnome-
pynsipHOe MpokpalnBaHme nepudrepuyecknx KanunnsapHbiX CTEHOK U Me3aHrns Ha C3 (C u D, yBennmyeHue 200x un 400x, cooTBeT-
CTBEHO).

Puc. 4 (E, F). MINIH. Ha anekTpoHHbIX MUKPOOTrpadusx BbISABASETCA yBE/IMYEHNE KNeTOYHOCTU, Cy63HA0TeNnasbHble Aen03nThbl,
(cTpenkun), HapacTaHue mMe3aHrmanbHOro Matpukca v guddysHoe CMsaHNE HOXKOBbIX OTPOCTKOB NOAOLMTOB; CErMeHTapHoe
yABOoeHue 6asancHoii MembpaHbl (yBenuuexnue E, E 3000x). (BM-6a3anbHas membpaHa, E-sHAaoTenvansHas knetka, M-mesaH-
mid, P-nogouur).

Puc. 5. IgA HedponaTus.
(IgAN). CseToonTuyeckas
MWKPOCKOMUA [EMOHCT-
pupyeT ymMepeHHoe pac-
lIMpeHne CTBOJIOBOIO
Me3aHrmasnbHoro peru-
OHa 1 (POKasIbHYIO runep-
KneTtouHocTb (A: PAS,
yBenuyeHue 400x). immy-
Hoructoxmumus (B) nnnio-
cTpupyeTt Hannune
A B [eno3ntos IgA B Me3aH-
mn (ysenunyeHve 400Xx).

Puc. 6 (A, B). AnabeTtnyeckas Hedpponatma (OH). Ha mukpodoTorpadusax - knyb6ouku, cofepxaline auenonspHble y3enku,
XapakeTpHble A5 gnabeTnyeckoro HOA4y/SIPHOrO rnomMepynockieposa u CyouHTUMasbHOrO rMajiMHOBOrO YTOJILLEHUS NPUHOCA-
et (cTpenka) n ahPepeHTHOW (HaKOHEeYHUK CTpesikM) apTepuos. KaHanbubl C yTalleHHoW 6as3anibHoi MeMOpaHoii,0KpYXeHHbIe
BOCMaNNTeNbHbIM KNETOYHbIM MHunbTpaTtom (PAS; A: 200X, B: 400x).
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Puc. 6 (C,D). AnabeTuyeckas Hedpo-
natma (4H). 9nekTpoHHble MuKpodo-
Torpadun, npeacTasnaoWme Hanmune
HOZYNSAPHOTO rioMepysockneposa. Me-
3aHIWI 3HAUNTENbHO pacLUMpEH 3a cyeT
mMartepuana MesaHrmasbHoOro MaTpuk-
ca, B KOTOPOM MNPUCYTCTBYET HEBOSIb-
LOe KOJMYecTBO aTpoupoBaHHbIX
Me3aHrmasbHbiX kKnetok. 'bM nepude-
pPUYECKUX KanwiApHbIX NeTesb YyTos-
lweHbl. MoxeT Tak xe Habnwogarscs
C/IMSIHWE HOXKOBbIX OTPOCTKOB NOAOLW-
TO0B (yBenuuexue: C: 3000x, D: 7000x)

W 5 .o -_ .
, B ti» -
r v V * %
* r v, N
Puc. 7 (A, B). AMunounaos. . b Q ml J
AMOpHbIE [eno3uTsl Y, m [ = L/ A | 4
I0KanM3yloTcs B Me3aH- T A Jr - T-~ AJ.
rManbHbIX 061acTax Ky- u Ly 4 . . it
S. if«k il

6ouka (A: PAS, 400x).
OpaHxeBble Aeno3nTel B Y4 »
cpese, OKpalleHHbIE KOH- A mtt " Jjr B
ro-potom (B, 400x).

Puc. 7 (C,D). AMunonaos. 3neKTpoH-
Hble MUKpodhoTOorpatumn OT/IOKEHUS
HeBeTBUCTLIX hnbpun, pacnonara-
owmxcs B e 6enopsfoyuHbIX Macc
BHYTpU knybouka(yBenuyeHue: A-
3000x; B- 30000x; E - aHpoTenuii,
M - mesaHruid, P - nogouur).

A B C

Puc. 8. TpaHcnnaHTaumoHHasa rnomepynonartus. Knybouku TpaHcnnaHtara ¢ npusHakamy XpoOHUYECKOro OTTOPXEHUS C YroleHnem
1 hoKasibHbIM Y BOEHWEM KanUAIAPHbIX CTEHOK, afre3neli MOHOLMTOB B NPOCBETE Kanwinspa v aKCnaHcuein MesaHrnanbHOro
matpukca (PAS, yBenuyenue: A - 200x, B - 400x). MimMMyHornctoxmmuyeckoe okpawmsaHue C4d y Toro xe nauueHta (C) B Buge
JIVHENHBIX OT/IOXEHWI B pacLUUMPEHHbIX NepuTyByNApHbIX kanunnspax.

MocTtynuna B pepakuuto 05.02.2007
MpuHaTa B nevarb 07.06.2007
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