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BoJie3dHb MUHHUMAJIbHBIX U3MEHEHUH

Hedporuuecknii cuaapom (HC) npu Gone3nn mu-
HUMAaTBHBIX n3MeHeHui (BMU, MUHIMaIBHOE TTOBPEIK-
JIeHre, TUMONAHEIH Hedpo3s, Nil-3a0omeBanue) xapak-
TEpU3yeTcs CEJIEKTUBHON MPOTENHYPHEH W THIAIb0Y-
MUHEMHEH, KOTopas UMEET MECTO IPH OTCYTCTBUHU
TIIOMEPYIISIPHBIX HHPHUIBTPATOB WITH JIETIO3UTOB UMMY-
HOIIIOOY/TMHOB. BBISBIISFOTCS TOJBKO HAPYIIIEHHS CTPYK-
TYpBI AMUATENNATBHBIX BUCIEPATBGHBIX KIETOK B BUJIE
CJIUSTHYS] HOXKKOBBIX OTPOCTKOB. DT MOP(hOIOTHUeCKHe
W3MEHEHHs XapaKTepHBI [Tl HE(PPOTHUECKOTO CHHIIPO-
Ma, HO He SIBJISFOTCS CIIeIUpuIHBIMA 111 BMU.

V nereit 1o 10 ner okono 80% ciayuaes HC oGyc-
noBiaeHo BMMU. V B3pocnwix nonst BMU B cTpykType
MEPBUYHOTO HE(YPOTHUECKOTO CHHIPOMA COCTaBISIET
10-15%. MyxuuHbl yame crpazator bMU B nerc-
KoM Bo3pacTe (2:1), HO y B3pOCIBIX 3Ta pa3HUIA CTH-
paercs. Bapuantel Broprunoit BMU dare Ha610-
JTAOTCS y NAllMEHTOB B 3pEJIOM BO3pacTe, a okoJio 10%
ee CIlydaeB CBS3aHO C JIEKAPCTBEHHBIMU PEAKIHUAMHU
unu nuMdonpoandepaTUBHEIMHA 3a00JIeBaHUIMHI
(Tabu. 4).

ITaTorenes

AHanu3 nocnenopareabHocTy Beex 29 NPHS k-
30HOB HE BBISBHJI KaKWX-THMOO TOMO3UTOTHBIX MyTa-

' B cratbe naHHbIX aBTOpOB «Hedporuueckuii CHHAPOM: THCTO-
natonornyeckas auddepenuuranbaas quardoctuka. Yacts 1...» (He-
dponorus, 2007, T.11, N 2) anros3siunoe Harucanue pamuian -,
I'pene Obu10 npuBeseHo HesepHo. [TpuHocum H.-J. Grone cBou u3BH-
HEHUS.
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it y 6oapHbIX ¢ BMU. OnHako reTepo3uroTHeIe u3-
MEHEHHSI HYKJICOTHUIHON MOCIEeN0BATEILHOCTU MPU
BMM 66111 00BIYHOM HaX0IKOM, 0COOEHHO Y GOIBHBIX
C TSDKENBIMM (POPMaMH, YTO MPEAToJiaraeT poJib re-
HETUYECKHX (DAKTOPOB B PAa3BUTHHU U OMNpEC/ICHUU
CTETEeHU TSHKECTH JaHHOro 3aboneBanus. [Ipu BMU
TaK)Ke YCTAHOBJICHO HAapYIICHHUE IKCIPEecCUu Hedpu-
Ha, OJHAKO HE JI0Ka3aHO, SIBJISIIOTCS JIM OTU M3MEHe-
HUS IEPBUYHBIMH WA BTOPUUHBIMH.

Tabnuua 4
MpuyunHbI BTOPpH4YHO BMU

Onyxonun

XOOXKNHCKME UM HEXOOXKUHCKNE NUM@OMbI, NENKEMUU, aH-
rmodonnnkynsapHasa runepnnasus IMMoy3noB, GyHromaHble
MUKO3bl, MakpornobynmHemus BanboeHctpema, xopaoma, Tm-
MoMma, KapuyoHoma (rnoyek, GPOHXOB, TONICTOM KULLKK, MaHKpe-
ac, npocTaTbl), Me30TeiMoma, HeBpoJieMMoMa.

JlekapcTBa (xuMmmn4eckme coefuHeHuns)

30/10TO, aHTUONOTUKN, (AMANLUANNH, pudaMnnLmH), HecTe-
pouaHble MPOTMBOBOCMANNTENbHbBIE NpenapaThl, TpUMeTaan-
OH, MapameTaguoH, MNTun, nitepdepoH (af), metammson,
TamokcudeH, aHananpun, neHuumIIaMmnH, npobeHeuns,.

UHdpexkuynn

Cudunmc, BUY, mukonnasma, aXMHOKOKKM, LUIMCTO30MATO3, Ty-
6epkynes (?)

ATtonun4yeckue ¢akTopsi

MbinbLa pacTeHuii, MOIOYHbIE MPOAYKTbI, AOMALLUHSAS Mblflb, CBU-
HWUHa, NYeNVHBbIN a4, ankanouasl oyba v nnoLwa.

Pasnun4yHblie conyTcTByOLne 3aboseBaHns
CKknepo3vpyoLwmii XONaHIrT, CKIeposnpyioLLiee Me3eHTepuasib-
HOe BOcnasieHne, capkonaos, 6onesHb Grave, TMpeoManT, MU-
acTeHus rpasuc, cnuHapom xynnaH-bappa, repnetmdopmMHbIi
LoepMaTuT, Me3eHTepuanbHblii Gubpos, remaHrmnoma.
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B GonbiimHcTBE OMyOIMKOBaHHBIX PabOT coob1Ia-
Jock, yTo cuHTe3 HedpuHa npu BMU He HapymieH.
MOXHO NPEeAIOI0KUTh, YTO KAYECTBEHHBIE I'€HETU-
YyecKue M3MEHEeHHUs HeprHa NPUBOAT K (QyHKIHO-
HAJIbHO-CTPYKTYPHOH 1e(heKTHOCTH JaHHOTO [TPOTEH-
Ha ¥ OH CTAHOBUTCS «CJIA0BIM 3BEHOMY, IPEAONpee-
JSIFOLLMM YSI3BUMOCTD TJIOMEPYJISIPHOTO (DUIIBTpa /ISt
MMMYHHBIX aTak.

Hanuuue cBsi3u MeXAy MOSBIEHUEM HUJIUONATH-
yeckoro HC B jieTckoM Bo3pacTe M aTomnuei, muiie-
BOH aJUIEprueil, a Takke peakUUsiMU TMIIEPUyBCTBU-
TEJIBLHOCTH IPEAIONAraeT, YTO U3MEHEeHU UMMYH-
HOUl cucmeMbl UTPAIOT BAXKHYIO POJIb B Pa3BUTHHU
nporeunypuu npu bMU. JlelicTBUTENBHO, Y 9TUX Na-
MEHTOB ObLTM 00HAPY)KEHBI MHOTOYHCIIEHHBIE HAp)-
WeHUs KaK 2yMopanibHo20, MakK KJIemo4Ho20 uUM-
mynumema. OOBIYHBIMHA HaXOJKaMH, CBSI3aHHBIMH C
WU3MEHEHUSMHU I'YMOPAJIbHOTO UMMYHMTETA, SIBIISIETCS
CHID)KEHHE ypOBHS chIBOpoToyHOTro IgG B Gombiueit
CTETIeHH, YeM Ta, KOTOPYIO MOKHO ObUIO OBl OKHAAThH
MIPU MOTEPE ITOT0 MPOTEUHA ¢ MOYOH. Y TakuX OOJb-
HBIX TaK¥Ke HaOII0aI0Ch yBEJIMYeHHE KOHLICHTPAILlH
IgM B CBIBOPOTKE KPOBH.

B oranuue OT OrpaHMYEHHBIX CBHUJETENBLCTB B
M0JIb3y AHTUTENBHBIX MOPAXKEHUH MoYeK, ObIIIO OIpe-
JIEJIEHHO MO0Ka3aHO, 4TO KJIETOYHO-OIOCPENOBAHHOE
MOBPEX/ICHHE [TOYEK UTPAET BKHYIO POJIb B TaTO(u-
suonoruu bBMU. HedpoTtudeckuii cunapom ¢ Tunmy-
HBIMH Mop(oaornyeckumu npuzHakamu BMU Bo3Hu-
KaeT y HEKOTOPBIX MAaIlMEeHTOB ¢ O0Ne3HbI0 XOKKH-
Ha, TpY KOoTopoii nmetores aedextabie T-knetku. [pu
9TOM, NOJNOKUTENbHBIN 3 dexT Ha Teuenne BMU oka-
3bIBAlOT MOAU(PUKATOPHI KJIETOYHOTO MMMYHHUTETA —
KOPb, CTEPOU/IbI ¥ IUKIO(ochamMua. DT JaHHbIE YKa-
3bIBAIOT Ha TO, YTO JaHHOE 3a00JIeBaHNE MOXKET OBITH
00yCIIOBICHO paccmpoticmeom Gyukyuu T-n1umgo-
Yumos.

CoriacHO 3TOi TEOpHUH, UIMEET MECTO AMHU30AnYec-
KO€ WM JJIUTEIbHOE JOMUHUPOBAHUE B UMMYHHOU
cucTeMe KJIoHa T-KJIEeTOK, KOTOPOe IMPUBOAUT K IIPO-
JTYKUMH OUPKYIUPYIOIUX [IUTOKUHOB, CIIOCOOHBIX MO~
BpEXJaTh MOJOLMUTHI U MOBBIIIATE IPOHULIAEMOCTb
CTEHKH KaluuIsipoB Ki1yooukoB. [Ipeanonaraercst, 4to
B CTPYKTYPHBIX U3MEHEHHSX ITIOMEPYJSIpHOI Oa3alib-
Hoit MemOpansl (I'BM) ompenenenHoe MectTo 3aHu-
MaeT YMEHbILIEHUE AHUOHHBIX IIPOTEOITIOKAHOB.

l'unote3a o poau HMpKynIMpyromero ¢akropa B
natorene3ze bMU ocHoBaHa, IIaBHBIM 00pa3oM, Ha
SKCIIEPUMEHTAIIBHBIX JAHHBIX, JEMOHCTPUPYIOLIUX
MHIYKLUIO albOyMHHYPHHU Y KPBIC PU UHBEKLUHU CY-
MepHaTaHTa KyJIbTYpbl CTUMYJIMPOBAHHBIX epudepu-
YECKUX MOHOHYKJIEAPOB KPOBU OT nanueHTos ¢ bBMIU
uin (HakTopoM, NPOAYLUPYEMbIM deioBeueckon T-
KJICTOUHOU THOPUIOMOH, TOJIYYSHHOM OT MAI[MEHTOB C

petmaueoM BMU. Cesize BMU ¢ nmumdonponudepa-
TUBHBIMHU 3200JIEBAaHUSIMH M MHAYKIIHSI PEMUCCUH TIPH
YIAQJIEHUU OITyXOJIM TaK ke JaeT OCHOBAaHUS NPEANo-
Jarath, 4To IUPKYIUpyromye GakTopbl MOTYT UTPATh
OCHOBHYIO POJIb B MEXaHU3ME IIPOTEUHYPHUH.

ITaTostorus

CBeToonTHYecKy MpH 3TOM 3a00JIEBaHUH U3MEHE-
HUSI KITyOOUKa OTCYTCTBYIOT JIMOO OHM MUHHUMAIIBHBI.
TyOyssipHbIe 1 UHTEPCTULMATIBHBIE TTOBPEKACHHS HE
SIBJISIOTCS KJIacCMYecKuMu npusHakamu bBMU. B kiet-
Kax MPOKCHUMAJIbHBIX U3BUTHIX KaHAJIBbIIEB MOTYT OBITH
MPU3HAKK BaKyOJIHM3alMd, MPEJCTaBIsIOmerd coboit
OTJIOXKEHUS Karesb JIMNUA0B. JIMMUAbI BBIABISIOTCS
IIPU UCCIIE0BAHUU 3aMOPOKEHHBIX CPE30B U MHOTHUE
13 HUX UMEIOT JIBOMHOE JIyUYElpeaoMIIeHUe, OHU TaK-
)K€ OTMEYAIOTCS B MOYE B BHUJE OBAJBHBIX TEJIEL]
xupa. Kanenbku ruannHa, npeacTaBisionue coooi
pe30pOHpPOBaHHbBIN MTPOTENH, BBISBIAIOTCS B MPOKCH-
MaJIbHBIX U3BUTBIX KaHAJbLAX BCIIEJACTBUE TAXKEION
npoTenHypuu. B cobuparenbHbIX TpyOOUKax MOTYT
MPUCYTCTBOBATH 303MHO(UIIbHBIE IUIUHIPHI.

MMMYHOTMCTOIOTMYECKHE UCCIIEOBAHUS B HEKO-
TOPBIX CITy4asiX MOT'yT 0OHapyKUBaTh OTI0XeHus [gM
u Clq, hokanbHO-cerMenTapHble oTaoxenus C3, jo-
KQJIM30BAHHBIE B ME3aHI'MH, KOTOPbIE HE CBSI3aHbI C
ANIeKTpOHHBIMHU Aeno3uTamu. IgA u IgG B kimyOoukax
OTCYTCTBYIOT. Hannuue 3HauuTeIbHBIX ITIOMEPYIIsIp-
HBIX UMMYHHBIX J€MO3UTOB MCKJIIOYAET JUarHo3
BMMU. I'manuHOBBIC Karid B KJIETKaX TYyOYJISPHOTO
SMUTENHNA 0T MO3UTUBHOE OKpAIlIMBaHKUE Ha alb0y-
MHH. 3HaYMMOW MATOJOTMYECKOM XapaKTepUCTUKOM
BMU sBisieTcst TOMbKO CUMIUTH(UKAIUS BHCIEPATTb-
HBIX JIUTEJHAIBHBIX KIETOK — U3MEHEHHE, KOTOpoe
HaOII0AaeTCs O/ AIIEKTPOHHBIM MHUKPOCKOIIOM Kak
CIIMSIHAE HOKKOBBIX OTPOCTKOB ITOJIOLIUTOB. XOTs CIIU-
SIHME HOXKKOBBIX OTPOCTKOB IIOJOLIUTOB IOYTH BCETa
npucyrcrByer npu bMU, creneHs ciusiHUS U BbIpa-
YKEHHOCTb TPOTEUHYPUH HE BCETia KoppenupyroT. Ciu-
SIHME HOXKKOBBIX OTPOCTKOB COIIPOBOXK/IA€TCS arpera-
et MUKpO(HIaMEHTOB B OCHOBaHHUH STUTEIUATIBHBIX
KJIETOK. J[pyrue u3MeHeHUs SIUTEIUAIBHBIX KIETOK
OTPaXKalOT yTEUKy OENKOB B MOYEBOE MPOCTPAHCTBO.
OTH U3MEHEHHs BKIIOYAIOT THNEPTPOPHUIO KIETOK,
MHUKPOBHJUIE3HYIO TpaHchopmanuio, GopMUpOBaHUE
BaKyoJsel, HaJlnure OETKOBBIX M KMPOBBIX Karlelslek.
Bce aTu u3MeHeHHus, BKIOUYAsT MUKPOBUIIE3HYIO
TpaHcopMmanuio, ooparumsl pu pemuccuu HC, ko-
TOpask UCUE3aET MOCIEHEN.

JAunddepeHunanbHblii 1MarHo3

OcHoBHas nuddepeHuanbHas TMarHocTUKA MPo-
BOJIUTCSl M@Ky PaHHUM MEMOPAHO3HbIM 20Mepy-
noHePpuUmMoM U POKATLHO-CE2MEHMAPHBIM 2710Me-
pyrockiepozom. MemOpaHo3Hasi TIIOMepyJIonaTHs
MOXeET OBbITh MCKIIIOYEHA MyTEeM MPOBEICHUS UMMY-
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HOTHCTOXMMHUYECKOT0 UCCIIEI0OBAaHUs, KOTOPOE MpHU
3TOM BapHUaHTE MOPaKEHUS KITyOOUKOB BBISIBIISIET Ipa-
HyJspHbIe Aeno3uThl IgG U KoMIUIEMEeHTa Ha HapyX-
HOW CTOpOHE BCeX KaNWJUISPHBIX MeTeNb, U, MPex/e
BCEro, B OTCYTCTBHH CyO3MMTENHANBHBIX JETO3UTOB
BJ0JIb 0a3aibHON MeMOpaHbI IPH 3JEKTPOHHON MUK-
pockonuu. Hebomboik o0beM OHMONTHPOBAHHOTO
¢dparMeHTa ¢ HE3HAYUTEILHBIM KOJIMYECTBOM TIIOME-
Py MOKET HE MO3BOJIUTH JOCTOBEPHO UCKIIIOUUTD Cer-
MEHTapHBIN CKIIEpO3, 0COOEHHO KOT/Ia B Ipenaparax He
MPEJICTaBIEHbI IOKCTaMeyIISIPHBIE KITyOOUKH.

IgM u Clq nedponatus ObUIM OMUCAHBI KaK Hep-
BUYHBIE CAMOCTOSITENIbHBIE TIIOMEpYIIsIpHbIE 3a0071e-
BaHHUsI, IPU KOTOPBIX UMMYHHBIE JEMO3UTHl MOTIIN
OBITH BUAHBI IIPU CBETOONTUYECKOM HCCIIEAOBAHUU Y
naruenToB ¢ HC kak B HOpMaJIbHBIX MJIM TTOYTH HOP-
MaJIbHBIX KiyOoukax. CyIIecTBYIOT COMHEHHMS, JACH-
CTBUTEIBHO JIM 9TH BapUAHTHI TIOPAKEHUsT KITyOOUKOB
cllelyeT paccMaTpUBaTh KaK CaMOCTOSITENIbHBIE U
3HaYMMble 3200JI€BaHMs, TOCKOIBKY MOCPEICTBOM
YyBCTBUTEIbHBIX UMMYHOTMCTOXUMHUECKUX TEXHHUK
otnoxenus IgM u Clq B Me€3aHTK MOTYT BBISIBIISITh-
cs mouTH B r000M citydae BMU u nake B HOpMaiib-
HBIX MTOYKaX.

IIpornos

[Tocne 4 nenens crepouanoit Tepanuu bMU mo-
JKeT ObITh pa3jieJieHa Ha CTePOUIUyBCTBUTENbHYIO WIIH
crepouyctoiiunByto ¢opmsl. [lomHas pemuccus HC
npoucxonuT npu bBMU B Teuenne 4-8 Henens ot Ha-
yaja Tepanuu ¢ yactotoit 80-90%. Oanako peuuau-
Bbl B T€UEHME MEPBHIX 6—12 Mecs1eB MOryT UMETh
Mecto y 40-60% nanueHToB.

®oKaIbLHO-CEeTMEHTAPHBINH IJI0Mepya0cKIIe-
po3 (®CI'C)

Janubie u3menenus ormevarorcs y 10-20% ma-
muentoB ¢ HC. ®CI'C — 3T0 KIMHHUKO-TIATOJIOTHYEC-
KUH Tpoliecc, KOTOPBI MOXET ObITh pa3elieH Ha Iep-
BUYHYIO ¥ BTOpUYHYIO hopMmbl (Tadi. 5). Bospact ero
Hayasia BapradesieH, HA4MHasl C EPBbIX MECSILEB KU3HH
u 1o crapoctu. ®CI'C 6osee yacto u 60see TIKEIO
MPOTEKAET Yy YEPHOKOKUX U MCIAHLIEB, YeM y OellbIX,
KaK y B3pOCIbIX, TaK U y JieTeld. MyXUuHbBI 00JIeI0T
Oosee TsKeNo, YeM JKeHIIMHBI. OHAKO Mocie MEHO-
nay3bl 3TH pa3Ivyusl yTPauuBaroTCs.

Mopdomnoruueckue npusnaku @CI'C Hecnieruduy-
Hbl U1 MOTYT UMETh MECTO MpPHU APYTUX COCTOSHHSIX
WJIM HAaCJIauBaThCs Ha IPyTUe INIOMepYJIsipHbIE TOBPEX-
JieHus. IlepBUUHBINA U TEHETUYECKHU, BKIItOYAst MyTa-
WU TOJIOLIUT-aCCOUMUPOBAHHBIX TpoTenHOB, PCI'C,
JOJDKEH ObITh AH(GEepeHIUpPOBaH OT BTOPUYHBIX
¢dopmM, 0O0YyCIIOBICHHBIX BUPYCaMH, JEKApCTBEHHON
TOKCUYHOCTBIO WJIM CTPYKTYPHO-(QYHKIIMOHAIbHBIMH
aJlanTalusaMy K FeMOJMHAMHUYECKUM HM3MEHEHUSIM.
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(cm. Tab6n. 5). Hakonen, ®CI'C siBasieTcss HECHEIH-
(uuecKM NpU3HaKOM (OKAIBLHOTO U CETMEHTApHOTO
CKJIEPO3MPOBaHUS, KOTOPOE UMEET MECTO MPH BOCHA-
JUTENBHBIX U MPOIH(EpaTUBHBIX COCTOSIHUSX, TPOM-
003ax, HacJIeACTBEHHOW MaTOJIOTUH, TAKOH Kak Xpo-
HUYECKHH TIIOMEpYJIoHePPHUT, CHHAPOM AJbIIOpTa U
MHTOXOHAPHAJIbHBIE IIUTOMATHH.

IIaTorenes

®CI'C — 3t0 MHOTO(aKTOpHOE 3a00eBanue. Ha-
psily C TeHEeTHYEeCKUMH TPEANOChUTKAMH IaTOTeHe3
OCT'C BKIIHOYaET MHOTO IPYTUX COOBITHH, TAKMX KaK:
BUpYCHasi HHPEKLUS, [UPKYIUPYIOLHe (aKTOpBbI, CII0-
COOHBIEC BBI3BIBATH MPOTEHHYPHUIO U TIIOMEPYISPHOE
MOBPEXIEHHE, TeMOJJMHAMUYECKUE U3MEHEHHS U THU-
HEPIUITUIEMHUIO.

Ponb cenemuuenckux ¢paxmopos npeanonaraet-
Csl U3-32 BBICOKOW 4acTOTbI JaHHOTO 3a00JieBaHUs B

Tabnuua 5
Atuonoruyeckas knaccudpukauma OCrc

MepBuyHbIii PCIC BKIIOYaET B cebs
- Konnancupyiowas rnomepynonartus
- MnomepynapHoe BepxyLuevyHoe nospexaeHne — «tip lesion»
- KneTouHbln BapuaHT
damunbHbIi/reHeTUYECcKni
A. MyTtauma anbda-aktmHmHa 4
B. MyTtaumsa nogoumHa
C. Mytaums WT-1
D. Mytauusa 6eta uHterpuHa (p4)
E. CBsi3aHHbIN C ApYrMMy HacneaCcTBEHHbIMY 3aboneBaHsaMMN
(cvHaopom AnbrnopTa, MUTOXOHAPWANbHbIE LUUTONaTUKN, 60ne3Hb
LLlapko-Mapu-Tyd, cnHgpom JayHa)
BTopuuHbiiit ®CIrc
Bupyc accoumnnpoBaHHbI
BNY-1 (BNY-accoummnpoBaHHasa Hedponatus)
AccounnpoBaHHbIi C XMMUYECKUMU COEANHEHNSIMUN
A. TepouvH (reponHoBas HedponaTus)
B. MHTepdepoH-anbda
B. MamunppoHat
OnocpenoBaHHbIV afanTaunoHHbIMU CTPYKTYPHO-QDYHKLMNO-
HaslbHbIMW OTBETaMU
A. Tpn yMEHbLUEHNN NOYEYHOWN MacChl
OnuromeraHedpoHUs
YHunatepanbHas noyeyHas arHeaus
PenanbHas gucnnasng
Pedniokc-HedponaTtuma
Bcnepcterne KopTukanbHOro HeKpo3sa
Xupypruyeckoe yganeHve rno4YeyHom TkaHm
XpoHuyeckaa HedbponaTtusa annoTpaHcniaHTaTa
Jiobble nporpeccupylowme 3aboneBaHnst NoYek c pe-
Oykumen GyHKUNOHMPYOLWKMX HedPOHOB
B. MNpn n3HavyanbHO HOPManbHOM NOYEYHOI Macce
CaxapHblii anabet
MMnepteHsunsa
ATepoambonua nnv gpyrue BapvaHTbl OCTPON Cocyamc-
TOW OKK/O3MN
OxupeHue
BpoxaeHHble MOpoku ceppua «CUHero» tuna
CeprnoBuaHo-kieTo4yHas aHeMust
PeakTuBHOe noBpexaeHne rnpu 1iobbix BOCNaINTEbHbIX N Me-
Tabo/IM4ecKux rnomMepyssipHbIX 3abosieBaHusIX (CKIepo3npyro-
e, nponvgpepartnBHele 3aboneBaHvsi), Harnpumep
IgA Hedponatus
Mypnypa LWeHnnainH —leHoxa
BonyaHo4HbIN HeDPUT
[MOCTCTPENTOKOKKOBbLI HEDPUT 1 Ap.
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HEKOTOPBIX STHUYECKUX IPYTINax U U3-3a HaIW4YMs Ha-
cnenctBeHHbIX/cemeiHbIx popm PCI'C BBIZBaHHBIX
TeHHOW MyTallel pa3TuyHbIX MPOTEUHOB, HAIIPUMED,
TaKHX, KaK o.-aKTUHUH-4 ¥ B4-MHTErpuH. DTH AaHHbIE
MpearosaraoT NepBUYHOE MOBPEXKIECHUE TOAOLMTA,
KOTOpPO€ BBI3BIBAET yTpary ero IuddepeHInpoBKH.

[IpssMoe BoBieUEHUE GUPYCHOU UHpeKyul B Tia-
toreHe3 OCI'C Obut0 nokazano npu BUY-wedpona-
THH TOCPEICTBOM BhIsiBIeHUsI BUY-reHoma B kiy0ou-
Kax.

Temoounamuuecrkoe nospescoenue. bouio npen-
MOJIOKEHO, YTO IIOMEpYJsipHasi TUIIEPTEH3UsI UTpaeT
poub B naroreneze @CI'C, 0coOEHHO NP BTOPUUHBIX
¢opmax, CBA3aHHBIX C YMEHBILEHHEM Macchl Heppo-
HOB MJIM YBEITMYEHHEM CKOPOCTH KITyOOUKOBOH (DUITBT-
pauuu B oTaenbHOM HedpoHe. CBs3b MEXLy THIEp-
¢bubTpanmei v IIOMepY/ISPHOH TUIepTeH3ME OCHOBBI-
BaeTcsl Ha JIEMOHCTPALMK TOT0, YTO KOMIIEHCATOpHas
runepUIbTPaLHs BCIEACTBIE, yMEHBILICHHUS TOYEUHOH
Macchl YaCTUYHO JIOCTUTAETCS MOCPEICTBOM MOAbE-
Ma TPaHCKAMWIISPHOIO rpaaueHTa aasiaeHus. Knu-
HUYECKHUM CBUJETENBCTBOM B MOJb3Y ITOTO SIBISET-
csl accolMalys MeXay runepuiabTpanieil U rioMe-
PYJASpHBIM MOBPEXJAEHUEM NpPU TMIEPTEH3UU U
nuaoere.

BaxHyro posnb urpaer anruoreHsuH II, kotopsii
YBEJIMUMBAET IKCIPECCHI0 HEKOTOPBIX (PaKTOPOB poc-
ta, PDGF 1 TGF—B u aktuBupyer PAI-1. Bece atu dak-
TOPBI 32 CUET Pa3HOOOPa3HBIX MEXaHU3MOB MPUBOJIST
K HaKOIUICHUIO HKCTPALIEJUTIONIPHOTO MaTpUKCa.

IToyeunas umemust (aTepockiiepos, TpoMOoTHUEC-
Kasi MUKPOAHTHOMATHS, UKIJIOCTIOPUHOBAsI IUTOTOKCHY-
HOCTb) MOTYT UIpaTh POJib B MOSIBIEHUH «KOJUIATICHPY-
IO11Iei» HepoNaTHX B TPAHCIUIAHTUPOBAHHOH MOYKe.

Tomepynsaprnas eunepmpogusi. B natorenese
[JIOMEPYJISIPHOTO CKJIEpO3a poJib MIIOMEPYIISIPHON T'H-
nepTpoQuu TPYAHO OTACIUTH OT POJIH M3MEHEHHOM
reMoauHaMuKku. OJTHaKoO y 4eloBeKa IIoMepyJsipHas
runepTpodusi, O4eBUIHO, ACCOLMUPYETCS C Pa3BUTH-
em OCI'C. beiio 00HapyKeHo, 4TO IIOMEPY ISIPHBIH
00bEM YBEITMUMBAETCS MPH PA3THUUHBIX COCTOSHUSIX,
npu KoTopbix MoxkeT pa3BuBarbesi PCI'C, Takux Kak
peduitokc-Hedpornatus, oiuroMmeraHeponus, yHuia-
TepajbHas noyeyHas arte3us v nepuuHslii GCI'C.

Tunepnunuoemus, oxcupenue. HC MoxxeT uMeTh
MECTO Yy MAaIMEHTOB C BBIPAKEHHBIM OKUpPEHHEM 0e3
caxapHoro nuabera. Hambonee yacto BbIsBiIsieMast
MPYU 3TOM B MOYEYHON TKAHW TMCTOJIOTMYECKas Kap-
tuHa — OCI'C. [TauueHTs ¢ TSKENBIM 0XKUPCHUEM
MUMEIOT pa3Mepbl KIIyOOuKOB OOJIbILE CPEHETO U yBe-
JIMYEHHYIO CKOPOCTh KITyOOUKOBOM (DMIIBTpPAIMH, UTO
MOXXET CIOCOOCTBOBATH MOBPEXIAECHUIO TIIOMEpYJI.
3/1ech MPOCIIEKUBACTCS AHAJIOTHSI C IKCIIEPUMEHTAb-
Hoi Mojenbio @CI'C y runepiInnuIeMUYHbIX KpBbIC.

VY Takux knBOTHBIX pazBuBaetTcst OCI'C, accouumnpo-
BaHHbIN ¢ runepaunuaemueit. [Ipu stom nomepyssip-
HOE TIOBPEXKJAEHNE MOXKET MPEJI0TBpaIaThCs 3a CUET
YMEHbIIEHHs] KOHIIEHTPALMK JIMITUI0B B CHIBOPOTKE
KpOBH.

Iospescoenue enomepynsapuvix kiemox. Heko-
Topble aBTOphl npeanonaraioT, uto CI'C BHe 3aBU-
CUMOCTH OT €ro MPUYUH MOXKET ObITh Pe3yabTaToOM
MOBPEXKCHUS SMUTEINATIBHON KIIeTKU. DTa TUIores3a
OCHOBBIBaeTCs Ha: 1) HAIWYMU TSKEBIX MOBpEXkKae-
HUSX MOJNOUUTOB mepes Bo3HukHOBeHHEM DCI'C,
MUMEBILINX MECTO NMPH HEKOTOPBIX IKCIIEPUMEHTATBHBIX
MOJIeTISIX; 2) mpeobiafaHneM MOp(POIOTHIYECKUX H3-
MEHEHHMH MOJOLUUTOB B KJIETOYHOM MOBPEXKIEHUU,
KOoTOopoe HaOmofaeTcs Ha paHHUX dTarnax pa3BUTHUS
HekoTopelx BapuaHtoB OCI'C u B ciydasx OCI'C,
cszaHHbIX co CIIMJlom u BHYTpUBEHHBIM BBEJIEHU-
€M HapKOTHKOB. [loXxokue KIeTOuHble MOBPEXKAECHUS
HaOmofamch Ha paHHUX Jtanax passutus OCI'C B
MOYEYHBIX TPAHCIUIAHTATaX.

«l 'unomesa nodoyumay COCTOUT B TOM, 4TO pa3-
Butrue OCI'C uHUIMUPYETCS U MOAIEPKUBACTCS MO~
BpeXieHneM noaouuToB. Kak Ob110 moka3aHo B 9Kc-
NeprUMEHTalIbHBIX paboTax, yTpaTa MoJOIUTOB BeAET
K a/ire3suy KanwUIApHBIX MeTeslb K 00yMEeHOBOH Karl-
CyJie, MPUBOAS B UTOTe K HAKOIJIEHUIO NMPOTEHHOB B
SKCTpALeJUTIONISIPHOM MaTpuKce. ANre3ust neTesb K
Karicyse boymeHa cBsizaHa ¢ HapylIEHUsIMU Hampas-
JeHus nporecca GUIbTpauuy (PUILTPAT MOCTYNaeT
BMECTO OOYMEHOBCKOTO MPOCTPAHCTBA MPSIMO B HH-
TepcTUIMi). B pe3ynbsrare 3To MPUBOIUT K PsiLy CO-
OBITHIA, SIBJISFOIIMXCS IPUUMHOMN JIEreHepaIuH 1IEI0r0
HedpoHa.

Hmmynnoie gpaxmopol. VI3MEHEHHSI UMMYyHUTE-
Ta BoBJIeKatoTcs B naroreHe3 nepsuunoro ®CI'C, Ho
IpsIMbIE CBUETEILCTBA B MOAJEPIKKY ITOH TEOPUHU
orpannueHHbl. OJTHaKO, OTBET HA UMMYHOCYIIPECCHIO,
B OCHOBHOM Ha KOPTHUKOCTEPOU/IbI, MOJKET YKa3bIBaTh
Ha Ba)XHOCTb IATON€HETUYECKOW PO UIMMYHHOMU CH-
CTEMBI, XOTd Obl U BTOPUYHOM.

Lupkynupyrowuii ¢hakmop, Kaxk npeanonaaragoch,
UTpaeT posib B HEMEJIEHHOM MOSBJIEHUU MPOTEUHY-
pun noce Tpancmantanu B kontekcte @CI'C. Dk-
CTIepUMEHTAJIbHbIE HCCIIEI0BAHMUS TTO3BOJIMIIN TIPEIIIO-
KHTh, 4TO (HAKTOP, MOBBIILIAIOIINN TPOHUIIAEMOCTD,
MoeT ObITh niepeHeceH oT nanueHToB ¢ PCI'C skce-
NEePUMEHTAIBHBIM KUBOTHBIM. [IpenBapurenabHbie
XapaKTEePUCTUKHU JIAaHHOTO (haKTOpa MOKa3alld, YTO OH
0oJblle, 4eM M3BECTHBIE IIUTOKUHBI, U CJ1ad0 aHHO-
HeH npu pH 6,0.

ITaTosorus

OCI'C Mopdosoruueckn xapakTepu3yercs cer-
MEHTAapHOW 30HOH CKJIEpO3a B HEKOTOPBIX INIOMEPY-
nax. B HeBoBneYeHHBIX KiIyOOUKaxX MOKET OOHapy-
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KuBaThca AU y3HOE yBETMYCHUE KIETOUHOCTH UITH
pa3Mepa. Unciio HemoBpeXJIEHHBIX KIyOOUYKOB 3aBHU-
CUT OT cTaauu 3aboseBaHusd. B nanexo 3amenmmx
Clly4asix BO MHOTHX KTyOO4Kax HaXOAsT TI00aTbHbIH
rinoMepyiockiepos. Kiybouku ¢ cerMeHTapHBIMH
CKJIEPOTUYECKMUMH TOBPEKACHUSIMHU Oojiee 4acTo Ha-
OtonatoTCsl B IOKCTaMeTyJUISIPHOM 30HE.

BakHO MOMHHUTE, YTO ITIOMEPYIIIPHBIE TOBPEKIE-
Hus ipu @CI'C He cBsi3aHbI ¢ €ro MPUYUHOM.

CymectByet Heckonbko BapuantoB OCI'C, koto-
pble MOXHO BBIIBUTH MPU CBETOONTHUYECKOH MHKPO-
CKOTTUH.

Hepuxunsapuwiii eapuanm (perihilar variant),
XapaKTepU3YIOUIUICs HaIWYUeM THMaluHOo3a W/WIIH
CKJIepO3a B COCYJHCTOM Mojroce KiyOoukoB. [ome-
pyJoOMeranusi U CailKu SIBISIFOTCS. OOBIYHBIMH HaXO/1-
kaMu. YacTo umeeTcs THalMHO3 apTepHoIl, HEPENIKO,
pacpoCTpaHSIOUIMICSA Ha NEPUXUIISIPHBINA CErMEHT. B
30HaxX CKJepo3a MOTYT OOHapyKMBATbCs MMEHUCTHIC
KJIETKH. DTOT BApPHUAHT MOXKET UMETh MECTO IMPH Iep-
BruuHoM OCI'C, HO OH SIBAsSETCS TAKKe OOBLIYHBIM M
JUIsl anyeHToB ¢ BropuuHbiMHu Gopmamu OCI'C, ac-
COLIMUPYIOIINXCS C aalTUBHBIM OTBETOM Ha yTpaTy
HEe(QPOHOB, INIOMEPYIISIPHYIO TUIIEPTEH3UIO UM BOCTIA-
nenue. [Tanmentsl ¢ nepuxunsgpasiM OCI'C nmeror
Oosiee HU3KYIO 4acTOTy HE(POTHYECKOTO CHHIpPOMA
1 OoJsiee BBICOKYIO YaCTOTY THIIEPTEH3HH.

Knemounwiii éapuanm (cellular variant) onpe-
JieTsieTcs IPY HATMYMK CerMEHTapHOH nponudepaTrs-
HOM SNIUTENNAIBHON PEAKIIMU, COYETAIOLLENCS C DH]I0-
KalWIISIPHON THIIEPKIIETOYHOCTBIO MPU BOBJIEYEHNH B
Tpoliecc, o KpaiiHei Mepe 25% KanuiIsipHbIX METeNb,
YTO BBI3BIBAET OKKJIIO3WIO KalMJUIIPHOIO MPOCBETA.
[ToBpexneH MokeT ObITh JII00OH cerMeHT (Nepuxu-
JSIpHBIA WK nepudepudeckuil). B nanHoi cutyaunu
TaKkKe MOXKET HaOI0aThCsl HAKOIJICHUE JISHKOLIUTOB
Y NIEHHUCTBIX KJIETOK.

Bepxyweunwiii sapuanm (tip variant) xapaxre-
pHU3yeTcsl HATMYMEM YaCTUYHOTO MOBPEXJIEHUS B 00-
JIACTH OTXOX/IEHUSI POKCUMAJILHOTO KaHAJIbI[a B BUJIE
WIN aJire3uu MEXIY KalWUISIPHBIMU NETISIMU U 60y-
MEHOBOM Karcysoil B TyOyIIpHOM NPOCTPAaHCTBE UIIH
CIIMSIHUS TIOJIOLIUTOB C MApUETATbHBIMK WK TyOYIsIp-
HBIMHU JMUTETUATBHBIME KieTKaMHu. OOBIYHO TakkKe
BBISIBJIAIOTCS TIEHUCTBIE KIIETKH.

Konnancupyrowuii  eapuanm  (collapsing
variant) XapakTepu3yeTcsi KOJIJIarcoM IJIOMepyJsip-
HBIX KallUJUISIPOB, THIIepTpodueii 1 runepriasuei no-
nouuToB. Kosarc MoxeT ObITh CerMEHTapHBIM WIIN
robanbHbIM. [ UnepTpodupoBaHHbIE U TUIIEPILIA3UPO-
BaHHBIE MOJIOLUTHI OOBIYHO 3aMOJIHSIOT MOYEBOE MPO-
CTPAaHCTBO M YacCTO COJEp’KaT MHTPALUTOILIa3MaTH-
yeckue OENTKOBbIE KAk U Bakyosd. B OonbIIMHCTBE
ClIydaeB KOJJIANCUpYyolas IIIoMepyJIonaTHst sBIseT-
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cs unu BUY-acconmupoBaHHas MiIv UAMONaTHYeCKasl.
bbuto oTMeueHo, 4To TyOylnopeTUKYJIsIpHbIE CTPYKTY-
pBl OOBIYHO BUJIMMBIE B DHJOTEIHAIBHBIX KIETKaX Y
nauuentoB ¢ BUY-acconuupoBanHoii  HedponaTu-
el 0OBIYHO OTCYTCTBYIOT B OHMOINCHSX Y OOJIBHBIX C
KOJUIAIICUPYIOLIEH NIOMEPYIONaTHEN.

Kpome Toro, BTopoii npuunHO#N Kostancupyromei
[JIOMEpYJIONaTHH SBJIAETCS JeUeHUE BBICOKUMH J103a-
MU namuipoHara. Kosutancupytoruas moMepysaonarus
TaK)Xe€ MOXET PelUIUBUPOBATH MOCJE MOYEUHOU
TpaHCIJIaHTAlUK WK BO3HUKATH de novo, B 9TOH cu-
Tyaluu, YacTO MPHUBOJS K MOTEpe TpaHCIUIAHTAaTaA.
[mo0anbHBIN CKIIEpO3 MOXKET COCYILECTBOBATH C CEr-
MEHTApHBIMH MOBPEXICHUSIMHU BO BPEMs POBEJICHHUS
NepBUYHOM Onoricuu. B Tex ciyyasix, Korjua nporpec-
CUPYIOLUI MTPOLIECC MPUBOJUT K TEPMUHAIBHOM I10-
YeYHOW HEJOCTAaTOYHOCTH, U3MEHEHHUs B BUJE TJIO-
0aJIbHOTO CKJIEPO3a HAXOJAAT B OOJIBIIMHCTBE TJIOME-
pyn.

B kananbiax ormeuaercsi GpokanbHast aTpodusi.
B o0miem, konnuecTBo TyOY/ISIpHBIX M3MEHEHUH Mpo-
MOPIMOHAJIEHO CTETIEHH INIOMEPYJISIpPHON BOBJIEYEHHO-
ctu. KomOuHa1yst HopMaibHBIX ITIOMEPYJ ¥ aTpoduy-
HBIX KaHaJIbIIEB MPU MCCIEA0BAHUM OMONTATa Mally-
enta ¢ HC mogo3putensna B otHomenun OCI'C. B
TakoW CUTyallMd JOJDKHBI OBITH CeNaHbl JOTOIHHU-
TeJbHbIe cpe3bl. KIeTkn XpoHMYecKoro BocHajIeHus
W U3pe/iKka MEHUCThIE KJIETKH MOTYT BBISBIISTHCS B
obnacTsax TyOyJasIpHOTO TIOBPEXKICHHUSL.

WmmyHonaTonoruyeckye faHHele. B Me3anruu u
30HaX CErMEHTApPHOI0 CKJIEpO3a OOBIYHO OTMEYaeT-
cs IgM, vacto B coueranuu C3. Ilo3utuBHYIO peak-
LIMI0 YacTo Haxomdatr npu ucciaegoranuu Clqg, C4. B
HEMOBPEXkKAECHHBIX TIIOMEpYJIaX MOKHO TaKKe BUJETh
Me3aHruanbHoe nmpokpamusanue Ha IgM u Clgq.

DIeKTPOHOMUKPOCKONUYECKas KapThHa. B kiy-
00uKax, KaKYIMXCs IPH CBETOBOM MUKPOCKOITUH He-
MOBPEXJIEHHBIMUA M YacCTH KIIyOOUYKOB ¢ OTCYTCTBHEM
MPU3HAKOB CETMEHTApHOTO CKIIEpO3a, MOXKET HalIo-
JIaThCsl CIMAHHUE HOXKKOBBIX OTPOCTKOB IMOJIOLIMTOB.
[ToBpexenue 3MUTENNANbHBIX KIETOK MPOSIBJISAET-
cs1 BaKyoJIn3alueil 1 MeMOpaHOCBSI3aHHBIMH [TPOTEH-
HOBBIMH BKJTIOUEHHUSIMU, MUKPOBUJIIIE3HOH TpaHchop-
Maluel 1 MOosBIEHUEM CIPYIITUPOBAHHBIX B MOJIOCHI
aKTHHOBBIX (DMIIAMEHTOB, MapajieNbHbIX 0a3albHON
MeMOpaHe B CIMBAIOLIMXCS HOKKOBBIX OTPOCTKaX.

JAunddepeHunanbublii 1MarHo3

TyOynsipHast arpodusi, CONPOBOXKIAIOIIASICS HHTEP-
CTULHATBHBIM (PHOPO30M SIBIISICTCS] BAXKHBIM WHJTUKA-
TOpoM, no3BossomUM oTanuuTe CI'C or BMU.

IIpornos

[Toxa3aHo, 4TO BEPOSTHOCTH Pa3BUTHsI MOUEUHON
HepocTtarouHocTH npu @CI'C BbIcoka B TeX cilyda-
sIX, KOJIa YKMCJI0 BOBJIEYEHHBIX coTaBisieT oT 20% 1o
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30%. [1areHThl ¢ KIETOYHBIM MOBPEXKACHUEM TOUTH
Bcerna umetoT HC u ero nposienieHust 0oliee CypoBblI,
yeM y nanueHToB ¢ kinaccuueckuM OCI'C. Mesanru-
aJIbHAsl THIIEPKIIETOUHOCTh U COCY/MCThIC U3MEHEHUS
HETaTHBHO BIIMSIFOT Ha MPOTrHO3. Takxxke ObLIO Hake-
HO, YTO y TIAIIMEHTOB C apPTEPUOJIIPHBIM THAIMHO30M
UMEIOTCSl 00JIee TSDKENbIE SIUTEIUAIbHBIC MTOBPEK-
JeHus1, Oonpluas aabO0yMUHYpHs U OoJiee Tshkenas
noyeyHasi HeJIOCTaTOYHOCTb.

B HenmaBHeM ucciieloBaHUM OOHAPYKEHO, UTO U3
Bcex BapuaHToB @CI'C y OONBHBIX C BEpXyIICUHBIM
MOBPEKJACHUEM OTMEUYaeTCsi Haubosee BhICOKasl Be-
positHOCTh pemuccun (50%) u camyro 3HaUUTETbHYIO
CTEIeHb MMOYEUHON BEIKMBAEMOCTH J10 3-X JieT (76%).
Coo011anoch Takxe, 4To MOCie TPAHCIUIAHTALIUY Pe-
unauB nepsuyHoro @CI'C umeer mecto y 30-50%
MAIMEHTOB, MPY TIOCJIETYFOILEH Mepecaike MOYKU PUCK
penuanBa Bo3pactaet 10 85%.

MemOpaHo3HbIil riioMepyJjoHedput (MI')

MI Haunbonee yactas NpUUUHA UIUONATHYECKOTO
HEeQPOTHYECKOTO CHHIpOMa Y B3pocibiX. YacToTa BTO-
puusbIX (opm (Tadmn. 6) Bapbupyet ot 20 10 30%.

ITaTorenes

MI" — 3TO KJIaccHUYeCKU UMMYHOKOMIIJIEKCHBIN
[IOMEPYJIOHEPPHT, TPU KOTOPOM HMMYHHBIE KOMILIEK-
ChI JIOKQJIM3YIOTCS B CyORNMUTENNAIBHOM CJI0€ IJIoMe-
PYJISIPHOM KanWIISIPHOM CTEHKH. AHTUTEH-aHTUTEIb-
HblE BKJIIOYEHHS MOTYT (pOpMHpPOBATHCS B pe3yJibra-
T€ MPOJAYKIMH UMMYHHBIX KOMIUIEKCOB in Sifu WIH
MOCPEACTBOM JETIO3UIIMHI LIMPKYITHPLIOIIHMX MMMYHHBIX
KOMIUIEKCOB. AHTHI€H-aHTUTE/IbHbIE KOMIUIEKCHI aK-
TUBUPYIOT CUCTEMY KOMIUIEMEHTa; MeMOpaHoaTaKy-

Tabnuua 6
KnuHnyeckmne coctosiHus, CBi3aHHbIE C
BTOPU4HbIM MIT

NHpekymn
lenatut B n C, BUY, cudunuc, manapus, nenpa, wmcrto3oma-
T03, GUNAPNO3bI, HeCcoTKa.

Xummnyeckne coeanHeHus

MeHeuuNMHaMmHbI, 3071070, MeAb-COoAepXallne CoeanHeHus,
KanTtonpun, npobeHeuna, TOMMETaANOH, HECTEPOUOHbIE NPO-
TUBOCNaNNTENIbHbIE CPEACTBA.

Onyxonn

KapunHoMbl (nerkoro, TOACTOM KULLKK, MOJIOYHOW Xeneabl, no-
yek, nuuieBoda), MenaHoma, neikemus, MTMMPOoMbl (0COOEHHO
HEXOOXKKUHCKME).

WMMyHHbIE paccTporicTBa

CKB, cmeluaHHoe 3aboneBaHne COeANHUTENbHOW TKaHU, PEB-
MaTOUAHbIV apTpuUT, cMHAPOM CbhberpeHa, 4epMaToMmno3uT,
capkonaos, TupeonanT XawrmoTo, repnetndopmMHbin gepma-
TUT, MMACTEHMA rpaBuc, cuHapom XynnaHa-bappe, naHHUKy-
nut Bebep-Kpuctmnana, bynnesHbini nempurons, CUHAPOM
AHTUKAPANONUMUHOBBIX aHTUTEN.

PasHoe

CeprnoBUAHO-KNIETOYHAsA aHeMusl, cuHapom daHkoHuM, caxap-
Hblli AnabeT, CKIePO3UPYIOLLMNIA XONAHTUT.

fouuit komruieke C5a-9 Obu1 0OHapykeH B 0asalib-
HBIX [JIOMEPYJSIpHBIX MeMOpaHax. C5a-9 ctumynupy-
€T BbIPabOTKY MOJOLMTAMHU MpOTea3, OKCHUIAHTOB,
MIPOCTAHOUIOB, KOMITOHEHTOB 3KCTPALEILIIONIIPHOTO
MAaTPUKCa, U UMTOKUHOB, BKmoyas TGF . Otu cOOBI-
THS B pe3ylbTare MPUBOAAT K Pa3pyLIeHNIO QyHKINO-
HAJILHOTO €AMHCTBA TIIOMEPYJISpHON 0a3ainbHON MeM-
OpaHbl U (UIBTPAIIMIOHHOTO OEIKOBOrO Oaphepa Io-
JIOIIUTOB C MOCJIEAYIOIUM Pa3BUTHEM MacCCUBHOMU
nporeunypuu. [Ipu nHeppute Xelimana, mogens MI™ y
KpBIC, METAJIMH — OJIUH U3 MUILIEHEBBIX aHTUTCHOB IS
HEPPHUTOTEHHBIX aHTUTEI IKCITPECCUPYETCS HA TIOBEP-
XHOCTH NOJOLUTOB, IJe POPMHUPYIOTCS MMMYHHBIE
KOMIUJIEKCHI, BBI3bIBast aKTUBALIMIO KOMIUIEMEHTA U ITPO-
TEMHYPHIO He(PPOTHIECKOTO YPOBHSL.

CyOanuTenuIuibHas 1eM03UIHIs UMMYHHBIX KOMIT-
JIEKCOB B TNIOMEPY/ISIpHON 0azanbHON MeMOpaHe siB-
JsieTcs MPUYMHOM aKTHBALMM KOMITJIEMEHTa U CHHTe-
3a peaKTUBHBIX KHUCIOPOJHBIX pagukanoB (ROS).
AJIJTyKTBI TIPOJTYKTOB IEPEKUCHOTO OKHUCIIEHUS JIUIIH-
JI0B (MaJIOHOBBIN AMATBACTUA U 4-THIPOKCHHOHEHA)
ObLTH BBISIBIICHBI B HEKOJUJIAr€HOBOM JIOMEHE KoJlia-
rexa 4 tuna 'bBM. IlockonbKy 4eTBepTHIN THIT KOJJIa-
reHa SIBISIeTCS OCHOBHBIM CTPYKTYPHBIM MPOTEHHOM
I'BM, ero okucieHHas MoaudUKaiMs MOXKET H3Me-
HSITh LIMPUHY TIOP U DIIEKTPUUYECKUH 3apsii MeMOpaH;
CJIEJICTBMEM STOI'0 CTAHOBATCS yTpaTa CEIeKTHMBHOMN
MIPOHULIAEMOCTH U IPOTEUHY PHUSI.

[momepynsipHO€E OBpeXkAeHNE MOXKET OBITH OMOC-
penoBano ROS npoucxoasiumMu u3 IEHKOLUTOB U pe-
3UJEHTHBIX [TIOMEPYIISIPHBIX KJIETOK. Muenonepokcu-
na3za (MPO), reMonpoTenH CEKpeTUPYIOLIUICS MO-
HOHYKJICAPHBIMU KJIETKaMH, MOYET CIOCOOCTBOBATD
00pa30BaHUI0 MOJUPUIIMPOBAHHBIX/OKUCIIEHHBIX OeI-
KOB T0J1 ISWCTBUEM 0Opasylolielcsl B X0/ie MUEJIoIe-
POKCHUIa3HOM peakiuu rurnoxjiopHoi kuciotsl (HOCI)/
TUMOXJIOPUTA. DTO MOXET BBI3BIBATh AUCHYHKIIHIO
KJIETOK B Pa3IUYHBIX KOMMAapTMEHTax Modku. OxHo-
BpemeHHas siokanu3aiust MPO u HOCL-monuguim-
POBaHHBIX MPOTEMHOB B TIIOMEPYJISPHOIN MeMOpaHe 1
nojoLMTax 4esoBeka npu MI' yka3plBaeT Ha poiib
MPO- ruaporeH nepoKCUIHO-XJIOPUIHON CUCTEMBI B
cuntese ROS B noBpexxaennoit 'bM naruentos ¢ MI.

OnHako MEerajvH He MOXKET COCTaBIATh COOTBET-
CTBYIOLIMH aHTHUreH AJ1s1 MeMOpaHo3HOH HedponaThn
(MH), nockosbKy OH He ObIT Hali/IeH B YeIOBEYECKUX
MOJIOLUTAX UJIH BBISBJIEH B CyO3MUTEINATIBHBIX UMMYH-
HBIX JIeno3uTax y 60abHbIX ¢ MI.

B noarpynne miajeHiueB ¢ anreHataibHO MN
HelTpanbHblas sHAonentuaasa (NEP) Obina uaenTu-
¢unmpoBaHa Kak mepsasi OeNKoBask MUIICHb IS He-
(PUTOTEHHBIX AaHTUTEN B YEIIOBEYECKUX MOJIOIHUTAX.

B marorenesze MI' takke oOcyknanach posib H3-
MEHEHHOW DKCIpeccu OeNKOB IIEeTIeBON Auadparmbl
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(Hampumep, HepHHA) WK ACCOLIMUPOBAHHBIX CO 1IEIe-
BOH radparmoii 6ekoB (HanpuMmep, B-AUCTPIIIMKAH).

3HaueHre TeHETHUECKUX (PaKTOPOB TaKXKe Mpel-
roJjiaraeTcsi B CBSI3U C YBEIMYCHHUEM YacTOTHI 3a00-
neBanuil y nanuentos ¢ HLA-DR3 u BS.

ITaTosiorus

B HavanbHBIX cTanMAX IIOMEPYJIbl MOTYT Ka3aTb-
Cs1 HOPMaAJIBHBIMU TPH CBETOBOM MuKpockonuu. [Tpu
OoJiee MO3IHUX CTAUSIX, KAMMIUIIPHBIE CTEHKH yTOJI-
HIAI0TCS € CY)KEHHEM KamwuIsipHoro npocsera. Ok-
packa MeTaMUH-cepeOpo MO3BOJISIET OOHAPYKUTH CY-
0OonUTENaTbHBIE BHICTYIIBI (LMK ) BAOJb KaIlHI-
JIIPHBIX TETeNb, CBI3aHHBIX C OTJIOKEHHEM HOBOIO
MaTepuana 6azaJbHBIX MEMOpPaH, MPUIIEKALIETO K
nenosutam. [Ipu nporpeccupyromem MIT neno3utsl
pacroyiaratoTcsi 4acTo BHYTPH KallMJUIIPHON 6a3aib-
HOW MeMOpaHbl, TOJIHOCTBIO MOKPBITHIE HOBBIM Mate-
puanoMm Oa3aibHBIX MeMOpaH, U B TaKOM ciydae Ka-
MUJUIIPHBIE CTEHKU MOTYT UMETh «IABOWHOMN KOHTYDP».

MMMyHOTHCTOIOTMYECKH BBISBIISETCS TPaHyIIIPHOE
MPOKpaIIMBaH1e KaWUIIpHON cTeHku Ha IgG, C3 u ane-
MEHTBl MeMOpaH-aTakytomero komiuiekca C5b-C9.

VYabTpacTpyKTypHbIe NpusHaku MI' Obutn uc-
MOJIb30BaHbI 151 KJIacCH(DMIIMPOBaHMS 3a00JIeBaHMs Ha
4-ii ctagnu. OOIMM ISl BCEX CTaInM SBJISETCS Ha-
JU4He CyOdMUTETNaTbHBIX YIEKTPOHHOIIIOTHBIX JIETIO-
3WUTOB U CIUSIHUE HOKKOBBIX OTPOCTKOB BUCLIEPATIBLHBIX
SMUTENHATBHBIX KIETOK.

Cranus 1. Maunmanbable cyOsnuTenuanbHble ae-
MO3UTHI.
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Cranus 1. ®opmupoBanue cyOIMUTETHATBHBIX
BBICTYIIOB, BeLIECTBa 0a3zajbHO MeMOpaHbI JaTe-
paJibHEe JIEMO3UTOB (KILIHUIIOBY).

Craaus I1I. HoBblil sKCTpanemoaspHblii Mate-
puan OKpyXaeT JI€MO3HUThl, KOTOPbIE BKJIIOUAIOTCS B
KanmuJUISIpHYI0 Oa3asibHYI0 MeMOpaHy.

Craaus IV. @opmupoBaHue 3HAUUTENBHO YTOJI-
LIEHHBIX KaIWUISIPHBIX CTEHOK € pa3psyKeHNEM U IPo-
CBETJIEHHEM 30H MHTpaMeMOpaHO3HBIX JIEMO3UTOB U
CIIOMCTOCTBIO 0a3aibHOM MEeMOpaHBI.

VibTpacTpyKTypHOE OOHApYKEHUE CYOIHTOTEIH-
AJIbHBIX JIETIO3UTOB B JIONOJIHEHUE K CyOaMUTEeNnab-
HBIM JICTIO3UTaM OOBIYHO yKa3bIBaeT Ha TO, yTo MI
BbI3BaH CHCTEMHBIM ayTOMMMYHHBIM 3a00JI€BAaHHEM.

IIpornos

Pesyunbrarsl, kacatouuecs nporuosa MI, nporu-
BopeunBbl. [IpubnuzutensHo 25% nanueHToB BXOIAT
B CIIOHTaHHY0 PEMUCCHIO, TOTIA KAK IPUMEPHO y Tpe-
TH — TMOJIOBUHBI OOJIBHBIX OTMEYaeTCs MPOrpeccupy-
Ioll[asi XpOHUYECKasi MoYeyHast HeJOCTaTOYHOCTh WIIN
OHHU yMupatoT oT ocyoxkHeHnid HC.

(ITpogomxenue crnemayer)
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