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BonesHb MUHUMasIbHbIX U3MEHEHWUIA

HepoTtuuecknii cuHgpom (HC) npu 60ne3Hn Mu-
HUMasbHbIX U3MeHeHU (BEMW, M1H1MaTbHOE MOBPEXX-
[eHune, nunouaHbiid Hegpos, Nil-3a6oneBaHne) xapak-
Tepu3yeTcs CENeKTUBHOW NPOTEMHYpPUEA U Tnanboy-
MUHEMWEN, KOTOpas MMeeT MEecTO Mpu OTCYTCTBUM
rNIOMePYNAPHLIX MH(UNLTPATOB UKW AEN03UTOB UMMY-
HOr I0BYNMHOB. BbISBNAKTCA TO/LKO HapyLLeHUs CTPYK-
TYPbl 3MUTENNANbHBLIX BUCLEPa/IbHbIX KNETOK B BUe
CMAHNSA HOXKKOBbIX OTPOCTKOB. 3TV MOP(OIOrMyeckme
N3MEHEHUS XapakKTepHb! AN He(hpOTUYECKOrO CUHAPO-
Ma, HO He ABNAKTCA cneununyHbiMm gnsd BMIA.

Y petein go 10 net okono 80% cny4vaeB HC obyc-
nosneHo EMW. ¥ B3pocnbix gons bBMW B cTpykType
NepBMYHOr0 He(POTUYECKOr0 CMHAPOMA COCTaBnseT
10-15%. My>XXumHbl Yawe ctpagatot BMW B fetc-
KOM Bo3pacTe (2:1), HO y B3pOC/bIX 3Ta pa3HuLUa CTu-
paeTcsa. BapuaHTbl BTOpnYHOA BEMW uvale Habnto-
[aloTcs y nauneHTOB B 3pefioM Bo3pacTe, a okosio 10%
ee C/ly4yaeB CBf3aHO C /IeKapCTBEHHbIMU peakuusamu
nnn numdgonponngepaTMBHbiMK 3ab0n1eBaHUAMM
(tabn. 4).

MaToreHes

AHanns nocnegosate/ibHOCTK Bcex 29 NPHS ak-
30HOB He BbISBU/ KakUX-MO60 roMO3UrOTHbLIX MyTa-

1B cTaTbe faHHbIX aBTOPOB «HedpoTUHECKNIA CUHAPOM: TUCTO-
naronornyeckas gudepeHuymnanbHas guarHoctuka. Yacts 1..» (He-
dponorus, 2007, T.11, N 2) aHrnos3bIYHOe HanucaHve damuanm .-,
'peHe 6bIn0 nNpuBefeHO HeBepHo. MpuHocum H.-J. Grone cBOM M3BU-
HeHus.

88

umii y 60nbHbIX ¢ BMIA. OaHaKo reTepo3nroTHble 13-
MEHEHUS HYKEOTMAHON nocnefoBaTebHOCTH Npu
BMMW 6b1nn 06bIYHOI HAXOAKOA, 0COGEHHO Y 6ONbHBIX
C TAXeNnbIMK (hopMamMu, YTO npegnosaraet ponb re-
HeTMYecKMX (hakTopoB B PasBUTUM W ONpeseneHun
CTEMEHWN TSHKECTW fJaHHOro 3abonesaHus. Mpu EMUA
TaKXXe YCTaHOB/IEHO HapyLUeHMe 3KCNpeccumn Hegpu-
Ha, OJHaKO He [0Ka3aHOo, ABMAKOTCA /N 3TU U3MEHE-
HWA NepPBUYHBIMU NN BTOPUYHBIMMU.

Ta6bnuua 4
MpuyrHbI BTOpUYHOK BEMW

onyxonu

XOMKKNHCKME WM HEXOOKKUHCKUE MMM OMbI, NEeKEMUN, aH-
TMOONNUKYNApPHAA TUNnepniasus AMMOY3/0B, (PYHrOUAHbIE
MUKO3bl, MakporfiobynnHemMmns BanbaeHcTpema, Xxopgoma, Tu-
MoMma, KapuuoHoma (no4yek, GPOHXOB, TONCTON KWLWIKK, NaHkpe-
ac, npocTaTsbl), Me30TeMomMa, HeBposeMMoMa.

JlekapcTtBa (XMMMU4Yyeckme coegmHeHns)

301070, aHTUOMOTUKK, (AMOULMNNWH, pudaMnuLmH), HecTe-
pouaHble NPOTMBOBOCNANUTEIbHbIE Npenapartbl, TpuMeTaaun-
OH, NMapameTajuoH, NUTWIA, nHTepdepoH (ap), meTamunson,
TamokcudeH, aHananpua, neHnuunnamuH, npobeHeumns.
NHdekunn

Cwudunuc, BUY, mnkonnasma, 3XMHOKOKKM, LIMCTO30MATO3, Ty-
6epkynes (?)

ATOonNmnyeckme pakTopbl

MbinbLa pacTeHnii, MOIOYHbIE MPOAYKTbI, AOMALLHSAS NblSb, CBU-
HUHa, NYEeNuHbIR A4, ankanouabl gy6a u nawouia.

PasnnyHblie conyTcTBylOWMe 3abonesaHns
Cknepo3npyoLuii XonaHr1T, ckneposupylollee Me3eHTepuasb-
Hoe BOcnmaneHue, capkoufos, 6onesHb Grave, TUPEOUANT, MU-
acTeHus rpaeuc, cuHapom [xynuaH-Bappa, repneTndgopmHbIii
nepmaTtuT, Me3eHTepuanbHblii hubpos, remaHrnoma.
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B 60nbLLMHCTBE 0NY6/MKOBaHHbIX paboT coobuya-
NoCb, YTO CMHTE3 HepuHa nNpu BMW He HapylLueH.
MOXHO NpeanonoXuTb, YTO Ka4yeCTBEHHbIE FEHETU-
yeckme U3MeHeHUs HedpuvHa NPUBOAAT K (DYHKLMO-
Ha/IbHO-CTPYKTYPHO fe)eKTHOCTM AaHHOro npoTeun-
Ha U OH CTaHOBUTCH «CNabbiM 3BEHOM», Npefonpese-
NAIOLWMM YA3BUMOCTb NIOMEPYNSPHOro unbTpa 4s
UMMYHHbBIX aTak.

Hanuume cBA3M Mexay MOsBAEHWEM MUAMOMNaTu-
yeckoro HC B feTCKOM BO3pacTe W aTomuel, nulie-
BOM anneprueid, a TaKxe peakuMsMU runepyyBCTBu-
TeNbHOCTU Npeanonaraet, Yto U3MEHEHUS UMMYH-
HOW CUCTEeMbl UrpalT BaXHYK Pofib B Pa3BUTUY
npoTenHypumn npu BMW. [elAcTBUTENLHO, Y 3TUX Na-
LMEHTOB 6bIIM 0OHAPYXXEHbI MHOTOUYUC/IEHHbIE Hapy-
LIEHNA KaK rymMopanbHoro, Tak KNeTOo4yHOro WM-
MyHUTeTa. OB6blYHbIMU HaxOAKaMW, CBA3aHHbLIMU C
N3MEHEHUAMU TYMOPaSIbHOTO UMMYHUTETa, ABMSETCS
CHVXEHUWE YPOBHS CbIBOPOTOUHOMO 1gG B 6onbLUel
CTENEeHN, YeM Ta, KOTOPYH MOXHO 6bIno 6bl OXMAATb
npy NoTepe 3TOro NPOTEMHA C MOYOR. Y Takux 60/b-
HbIX TaKXXe HabMt4anoch YBeIMYeHNe KOHLEHTpaLmm
IgM B CbLIBOPOTKE KPOBW.

B oTAnume OT OrpaHUYeHHbIX CBUAETENLCTB B
Nosb3y aHTUTENbHBIX NOPaXKeHW Noyek, 6110 onpe-
[leNleHHO M0Ka3aHo, YTO K/eTOYHO-0MOoCpeoBaHHOoe
NoBPEeXeHNe NOYeK UrpaeT BaXXHYO Posib B NaTogu-
3uonoruu BMW. HethpoTnyeckuin cCMHAPOM C TUNMWY-
HbIMU MOPONOrMyeckumm npmusHakamm MW Bo3Hu-
KaeT Y HeKOTOPbIX NauMeHTOB C 60/1e3HbI0 XO4KKM-
Ha, NpW KOTOPOI uMetoTcs fedeKTHble T-kneTku. Mpu
3TOM, MOMOXKMUTENbHBIN 3PDEKT Ha TedeHne BEMU oka-
3bIBAOT MOAUMDUKATOPbI KNETOYHOI0 MMMYHUTETA -
Kopb, CTepouabl v Lmknogochamug. 3Tn faHHbIe YKa-
3bIBAtOT Ha TO, YTO AaHHOe 3aboneBaHVe MOXET BbITb
06YyCNOBNEHO paccTPONCTBOM (PyHKLMKU T-numdo-
LUMTOB.

CornacHo 3Toi Teopun, UMeeT MECTO 3NN304MNYeC-
KOe Unu LANTeNIbHOe AOMUHMPOBAHWE B MMMYHHO
cUCTeMe KNoHa T-KNeToK, KOTOpoe NPUBOAMT K Npo-
LYKLMU LMPKYNUPYIOLWMX LUTOKUHOB, CNOCOBHLIX NO-
BpeXaaTb NOJOUWTbI M NOBbIWATh NPOHULLAEMOCTb
CTEHKW Kanunnspos K1y6oukos. Mpeanonaraetcs, 4To
B CTPYKTYPHbIX M3MEHEHUSAX [NTIOMEPYNAPHON H6a3asib-
Holi mem6paHbl (FEM) onpegeneHHoe MECTO 3aHU-
MaeT YMeHbLUEeHVEe aHUOHHbIX MPOTEOr/IOKAHOB.

MnoTesa 0 ponn LMPKYNUPYIOLLEro ¢akropa B
natoreHese BMIW ocHoBaHa, rnaBHbIM 06pa3oM, Ha
3KCMEPUMEHTANbHbLIX AaHHbIX, A4EeMOHCTPUPYIOLLUX
WHAYKLUMIO aflbOYMUHYPUN Y KPbIC NPU UHBEKLMK CY-
nepHaTaHTa Ky/bTypbl CTUMY/IMPOBaHHLIX Nepudepu-
YeCKUX MOHOHYK/eapoB KPOBY OT nauueHToB ¢ MU
NN PakTopoM, NPoLYyUUPYeMbIM YenoBeveckon T-
KNEeTOYHOW rM6pUAOMOIA, NONYYEHHOR OT MALUEHTOB C

peumaneom M. Cesass EMW ¢ numdonponndgepa-
TUBHbLIMU 3260/1€BAHUAMU U UHAYKLWS peMUccun npu
YONeHUM OMyX0Nn Tak Xe [LaeT 0CHOBaHWA Npeano-
naratb, YTO LUPKYMpYoLme GakTopbl MOTYT UrpaTh
OCHOBHYO pO/ib B MEXaHU3ME MPOTEUHYPUN.

MaTonorus

CBeToONTUYECKN NpK 3TOM 3a60/1€BaHMNMN N3MEHE-
HUSA KNy60oUKa OTCYTCTBYHOT MO0 OHWU MUHUMASIbHBI.
TyOynapHble U UHTEPCTULMANBHBIE NOBPEXAEHNSA He
ABNAOTCA KNnaccuyeckumMmu npusHakamm bMW. B knet-
KaxX NPOKCUMasbHbIX U3BUTbIX KaHA/bLLEB MOTYT ObITh
NPU3HaKn Bakyonu3auuu, npeacrasnsioLLleli coboim
OT/IOXKEHUA Karnenb MMnugos. JInNuabl BbISBAAKTCA
Mpu MUCCNef0BaHNM 3aMOPOXKEHHbIX CPE30B U MHOTUE
13 HUX MMEIOT ABOIMHOE NyyenpenoMaeHne, OHU Tak-
K& OTMEeYalTCH B MOYE B BUJE OBa/ibHbIX Tesel
Xupa. Kanenbku rmanvHa, npeacraenstowme cobol
pe3opbupoBaHHbLIV NPOTEWNH, BbISBASKOTCA B NPOKCU-
MasibHbIX U3BUTbLIX KaHanbliax BCMeACTBUE TAXEeNOl
npoTenHypumn. B cobupatenbHbIX TPyOoUKax MoryT
MPUCYTCTBOBATb 303UHO(PU/IbHbLIE LNANHAPLI.

VIMMyHOrucTonornyeckme UccnefoBaHns B HeKo-
TOPbIX CMlyYasix MOryT 0OHapyXuBaThb OTN0XeHUA IgM
n C1qg, hokanbHO-cerMeHTapHble 0TNOXeHua C3, no-
KafM30BaHHbIE B Me3aHrMK1, KOTOpble He CBf3aHbl C
3NEKTPOHHBbIMY feno3uTamu. IgA n IgG B Knyboukax
OTCYTCTBYIOT. Hanuuue 3HauuTesIbHbIX F1OMepynsp-
HbIX UMMYHHbIX [Leno3UTOB WCKIOYAeT AMArHo3
BMW. vannHoBble Kannan B KneTkax TyOynspHOro
ANUTENNA Aal0T NO3UTUBHOE OKPaLLMBaHWE Ha anbby-
MWH. 3Ha4YMMOW NaTO/IOMMYECKO XapaKTePUCTUKON
BMW aBnsetca TONbKO CUMNAngUKauus sucuepanb-
HbIX 3MUTENNASIbHBLIX K/METOK - W3MEHeHue, KOTopoe
HabnfaeTca nofL 371eKTPOHHLIM MUKPOCKOMOM Kak
C/IMSIHNE HOXKOBbIX OTPOCTKOB NMOAOLMTOB. XOTH C/Kn-
SIHWE HOXXKOBbIX OTPOCTKOB NOAOLMTOB MOYTK BCErga
npucyTcTeyet npu BMW, cTeneHb CnmaHWUA U Bbipa-
YKEHHOCTb MPOTENHYPUK He BCeraa Koppenmpyrot. Cnu-
fIHWE HOXKOBbIX OTPOCTKOB COMPOBOXJaeTca arpera-
Lmei MUKPO(MIAMEHTOB B OCHOBaHUW ANUTeNUabHbIX
KNeTOK. [lpyrvme M3MeHeHUs 3nuTeNnabHbIX KIeTOK
0TpaXKatoT yTeuky 6eNKoB B MOUYEBOE NPOCTPAHCTBO.
3TN N3MEHEHUs BK/IOYAKOT TUMNEPTPOMUIO KNETOK,
MWKPOBWNE3HYIO TpaHcgopMauuto, (hopMupoBaHue
BaKyonel, Hanuume GeNKOBbIX W XUPOBbIX Karnesnek.
Bce 3Ty n3MeHeHUs, BK/IKOYas MUKPOBUIIIE3HYIO
TpaHchopmaymto, obpatumsl npu pemuccun HC, Ko-
TOpas ucuyesaeT NocnegHei.

OuddepeHumanbHblii guarHos

OcHoBHas anddepeHLManbHas gMarHocTuka npo-
BOAMTCA MeXAY paHHUM MeMOpPaHO3HbIL F1oMepy-
NOHe(pUTOM U (POKaNbHO-CErMeHTapHbILW roMe-
pynocknepo3oM. Mem6paHO3Has rnomepynonarus
MOXET 6blTb UCK/OYeHa NyTeM MPOBeAeHUsA UMMY-
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HOrMCTOXMMWUYECKOTO WUCCMIEf0BaHMSA, KOTOpPOe npu
3TOM BapumaHTe nopaxKeHus K1y60UKOB BbISBASET rpa-
HynspHble feno3nTtbl 1IgG 1 KOMMNIEMEHTA HA HapYX-
HOI CTOpPOHE BCeX KanwunnspHbIX NeTesb, W, Npexaie
BCEro, B OTCYTCTBUM CY63NUTENUaIbHBIX 4er03UTOB
BLONb 6a3asibHON MembpaHbl NPU 3M1EKTPOHHOW MUK-
pockonuun. He6onbwoi 06bLeM 6MONTUPOBAHHOIO
(hparMeHTa C He3HaYMTEe/bHbIM KO/IMYECTBOM [/10Me-
PY/1 MOXKET He MO3BO/NTL JOCTOBEPHO UCKIHOUNTL Cer-
MEHTapHbIli CK/Iepo3, 0COBGEHHO KOrda B mpenaparax He
npeLcTaBieHbl KOKCTaMeayNNspHble Ky6ouKu.

IgM 1 Clq HeponaTusa OblNM ONucaHbl Kak nep-
BUYHbIE CAMOCTOSTe/IbHbIE TIOMepYNsipHble 3a60ne-
BaHWA, NPW KOTOPbIX UMMYHHbIe LeM03nTbl MOI/N
ObITb BUAHbLI NPW CBETOOMNTUYECKOM WCCNEA0BaHUN Y
nauneHToB ¢ HC KakK B HOPMas/ibHbIX WKW NOYTU HOp-
ManbHbIX Ky6oukax. CyLlecTBYIOT COMHEHUs, feit-
CTBUTENbHO /1M 3TU BapuvaHTbl NOpaXKeHust Ky60uKoB
cnefyeT paccMaTtpuBaTb KakK CaMOCTOATESIbHbIE U
3HauMMble 3ab0/1eBaHUsA, NOCKOMbKY MOCPeLCTBOM
YYBCTBUTE/IbHbIX UMMYHOTUCTOXUMUYECKUX TEXHUK
oTnoxeHus IgM n Clg B Me3aHIMM MOTYT BbIBNATb-
cq no4vtn B Nto6oMm cnyvae BMU v faxe B Hopmasib-
HbIX MOYKaX.

MporHos

Mocne 4 Hefenb cTepougHon Tepanuu BMW mo-
XeT ObITb pa3feneHa Ha CTepongHYBCTBUTENIbHYIO UK
cTepongycTonumByto opmsl. MonHas pemucens HC
npovicxogut npu bMW B TeyeHue 4-8 Hefenb OT Ha-
yana Tepanuu ¢ Yactotor 80-90%. OfHaKo peunau-
Bbl B TeYeHWe MepBbiX 6-12 mecaueB MOryT UMeTb
mecTto y 40-60% naumeHTOB.

doKanbHO-CErMeHTapHbIN T/I0MepynoCKe-
po3 (PCIC)

[aHHble n3meHeHnsa otmevatrotces y 10-20% na-
umeHtoB ¢ HC. ®CI'C - 3TO KNMHMKO-NATONOrMYec-
KWUiA npoLecc, KOTOPbIA MOXET 6bITb pa3feneH Ha nep-
BUYHYIO U BTOPUYHYIO (hopmbl (Tabsn. 5). Bo3pacT ero
Hauasia BapmabeneH, HauMHas C NepBbIX MECSLLEB XKU3HM
n po ctapoctn. ®CIrC 6onee 4acTo n 6onee THKENO
NPOTEKAET Y YEPHOKOXMX U UCNaHLEB, YeM Y BenbiX,
KaK y B3poC/bIX, TaK U y aeTell. MyXuuHbl 6onetoT
6onee TAXENO, YEM XEHLMHBI. OfHaKo nocne MeHo-
nay3bl 3T pasnuums yTpaumBatoTCs.

Mopdonormnyeckre npusHakn @CIC Hecneunhmy-
Hbl U MOFYT UMETb MECTO MpU APYrux COCTOAHUAX
WY HaCNamBaTbCA Ha ApYrve rnomepynsapHbIe NOBPeX-
feHus. TlepBUYHbIA U TeHETUYECKUIA, BKIKOYasA MyTa-
Lum1 nogoumT-accounmnpoBaHHbix npotenHos, ®CIC,
[OMKeH OblTb AndepeHLMpoBaH OT BTOPUYUHbIX
(hopM, 06YCNOBMIEHHbIX BUPYCaMu, NeKapCTBeHHOM
TOKCUYHOCTBIO UAN CTPYKTYPHO-PYHKUNOHANbHLIMY
agantauusMyu K reMoguHammyeckum U3MeHEeHUsM.
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(cm. Tabn. 5). HakoHey, ®CIC saBnseTca Hecneym-
(hMYeCKMM NPM3HaKOM (HDOKa/IbHOrO Y CErMeHTapHOro
CK/1EP0O3MPOBaHUSA, KOTOPOE MMeeT MeCTO Npu Bocna-
NNTENbHBIX ¥ MPOMQEPATUBHBIX COCTOSIHUAX, TPOM-
603ax, HacneACTBEHHON NaToONOrMK, Takoi Kak Xpo-
HUYECKMWIA rnoMepynoHedpuT, cMHAPOM AfbnopTa u
MWUTOXOHAPWaSTbHbIE LUTONaTUN.

MaToreHes

®CIrC - ato MHOrogakTopHoe 3abonesaHue. Ha-
pALYy C FeHeTUYeCKUMK MpPeSnochbiIKamMmy NaToreHes
®CIC BKNHOYAET MHOMO APYrUX COObITUIA, TaKUX KakK:
BMPYCHas MHMEKLMS, LMPKYUpYoLWme hakTopbl, CNo-
CO6OHbIE BbI3blBaTb MPOTEMHYPUIO U F/IOMEPY/ISPHOE
noBpexaeHve, reMogMHaMUYEeCKNe N3MEHEHNS U TU-
NepAMNUAEMUIO.

Pofb reHeTUYEHCKMX (haKTOpPOB Mpesnofaraet-
CA 13-3a BbICOKOW 4acTOTbl JaHHOro 3aboneBaHus B

Ta6bnuua 5
dTuonornyeckas knaccuukaums dCrc

MepBuYHbIi PCIC BKNOYaeT B cebs
- Konnancupytouas rnomepynonatus
- [nomepynspHoe BepxylleyHoe NoBpexaeHune -
- KneTtouHblli BapuaHT
daMuUnbHbI/TeHeTUYECKN
A. MyTauma anba-akTuHuHa 4
B. Myrtauusa nogouuHa
C. Mytauns WT-1
D. MyTauns 6eTa uHterpuHa (p4)
E. CBsizaHHbIl C ApPYrMMU HacneAcTBEHHbIMU 3aboneBaHUsaAMuU
(cuHgpom AnbnopTa, MUTOXOHAPMWAa/bHble LUuTONaTUKN, 601e3Hb
LWapko-Mapu-Tyd, cuHapom [fayHa)
BTtopuuHbiii ®CIrc
Bupyc accoummpoBaHHblii
BWNY-1 (BNY-accounmpoBaHHan Hedponatus)
AccounnpoBaHHbIli C XUMUYECKUMUN COefUHEHUAMN
A. TepouH (repouHoBas HedponaTus)
B. NHTeptepoH-anbda
B. MamugpoHat
OnocpepfoBaHHbll afanTauMoHHbIMU CT PYKTYPHO-YHKLNO-
HaNbHbIMW OTBETaMu
A. Tlpy yMeHbLIEeHUN NOYEeYHOIN Mmacchl
OnuromeraHepoHus
YHunatepasnbHaa novyeyHas arHesus
PeHanbHaa gucnnasus
Pedntokc-Hedponatmsa
Bcnepcteme KopTUKanbHOro Hekposa
Xupypruyeckoe yganeHume novyevyHom TKaHu
XpoHuyeckaa HedponaTus annoTpaHcniaHrara
Nio6ble nporpeccupyoline 3abonesaHns noyek c pe-
AyKumnen yHKUMoHMpYOWNX HethpoHoB
B. Mpn u3HavyanbHO HOPMasibHOW No4YeyHol macce
CaxapHblii gnabet
fmnepteHsns
ATepoambonua wan Apyrue BapuaHTbl OCTPOI cocyauc-
TOW OKKM03UKN
OxupeHue
BpoxaeHHble NOPOKMN cepALa «CUHero» tuna
CepnoBuaHO-kNeToYHas aHemus
PeakTuBHOe noBpexaeHne npu N06bIX BOCNANNTENbHbIX U Me-
Tabonnyecknx rnoMepynsipHoix 3abonesaHnsx (CKNeposnpyio-
e, nponudepaTuBHbie 3a6oneBaHunsa), Hanpumep
IgA Hedponatusa
Mypnypa WeHnsaliH -F'eHoxa
BonyaHouHbIN Hedput
MocTCTPenTOKOKKOBbLIN HedpuT u ap.

«tip lesion»
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HEKOTOPbIX 3THUYECKMX rpynnax u n3-3a Haanumnsa Ha-
cneAcTBeHHbIX/ceMeliHbIX opm PCIC BbI3BaHHbIX
reHHOW MyTaLuel pas3fiMyHbIX MPOTEMHOB, HaNpUMep,
Takux, Kak a-akKTUHUH-4 1N p4-UHTErpuH. 3TN faHHble
npeanonaraT NepBMYHOE MOBPeXAeHNE NOAOLNTA,
KOTOpPOe BbI3bIBAET YTPaTy ero AnghepeHLNpoOBKU.

Mpsimoe BOBNeYeHUe BUPYCHOM MHMeKUMN B na-
ToreHes ®CI'C 6bIn0 nokasaHo npu BNY-Hedpona-
TUW NOCPEACTBOM BblsiBfieHUs BAY-reHoMa B Kiy604-
Kax.

"emofmHamMunueckoe nospe>kaenue. bbiio npeg-
MOJIOXKEHO, YTO /IOMepy/sapHas rMnepTeH3nsa urpaet
ponb B natoreHese ®CIC, 0C06EHHO NPU BTOPUYHbIX
(hopmax, CBs3aHHbIX C YMEHbLUEHMEM Macchl Hegpo-
HOB WK YBEIMYEHNEM CKOPOCTU K/yBOUKOBOW (hUNbT-
pauuu B OTAeNbHOM HedpoHe. CBsA3b MeXay runep-
(hunbTpaLmeld 1 rnoMepynspHO rmnepTeH3men OCHOBbI-
BAeTCH Ha [eMOHCTpaLuuU TOro, YT0 KOMMEHCATOpHas
runepunbLTPaLus BCNeAcTBre, yMeHbLUEHNS NOYEYHOM
Macchbl YaCTMYHO LOCTUraeTcs MOCPeLCTBOM MOAbe-
Ma TPaHCKanwWIspHOro rpagneHTa gasneHus. Knu-
HUYECKMM CBUAETENbCTBOM B MOJb3Y 3TOr0 ABSET-
Cs accoumaums mexay runepguabTpaunenn n rnove-
PYNSAPHBLIM MOBPEXAEHUEM MPU TUNEPTEH3UUN U
fAnabere.

Ba)KHYI0 posib Urpaet aHrmoTeHsuH Il, KoTopblit
YBENNUMBAET 3KCMPECCUD HEKOTOPbIX (DaKTOpPOB poC-
Ta, PDGF n TGF-p n aktusupyet PAI-1. Bce aTn thak-
TOpPbI 3a CYET pPa3HO06pa3HbIX MEXaHW3MOB NPUBOAAT
K HaKOM/EHWNIO 3KCTPALLENINIONAPHOrO MaTpUKCa.

MoyeyHas nwemns (atepocknepos, TpoMb6oTMYeC-
Kas MMKPOaHrMonaTus, LLMKI0CNOPUHOBAsA LIUTOTOKCHY-
HOCTb) MOTYT UrpaThb Posib B MOSABEHUN «KOMANCUPY-
toLLeli» HethponaTum B TPAHCNIaHTMPOBaHHOM NOYKe.

FnomepynsipHas runepTpodgua. B natoreHese
rNIOMepYNIAPHOro CKNeposa posib FNOMEPYNAPHOW u-
nepTpouu TPYLAHO OTAENUTb OT PONU U3MEHEHHOM
remoguHaMukn. OfHAKO y YenioBeKa roMepynsipHas
rmnepTpotms, O4eBMAHO, acCOLUUPYETCS C pa3BUTK-
em ®CIC. bbino 06Hapy»XXeHO, YTO FOMEPYNSPHbI
006bEM YBEIMUYMBAETCS NPU PasNUYHbLIX COCTOAHUSX,
npu KOTOpbIX MOXeT pa3BmBaThcd PCIC, Taknx Kak
pethnoKe-HedponaTns, onMromeraHeqpoHNs, yHuna-
TepasibHasA NoyveyHas arHesus n nepsuyHbii PCIC.

Mmnepaunugemus, o>kupenre. HC MOXeT MMeTb
MECTO Y NaLMeHTOB C BbIPaXKEHHbIM OXMPeHUeM 6e3
caxapHoro guabeta. Hambonee yacto BbisiBNseMas
npy 3TOM B MOYEYHOW TKaHW FMCTONOrMYeckas Kap-
TMHA - PCIC. lMauneHTbl C TAXKENbIM 0XUPEHUEM
MMEIOT pasmepsbl KTy60ukoB 60/bLe CPefHEro U yBe-
NNYEHHYIO CKOPOCTb KyO6OUYKOBOW (PUALTPaLMK, YTO
MOXET Cnoco6CTBOBATL MOBPEXAEHUIO FNOMEPYII.
3[ecb NPOCNEXMNBAETCA aHANIOTUA C 3KCMEPUMEHTASTb-
Hoil mogenbto @CIC y runepannuaeMnYHbIX Kpbic.

Y Takux XuBOTHbIX pa3suBaeTca ®CIC, accoummpo-
BaHHbIN C runepavnuaemueid. Mpu aTom rnomepynsp-
HOe NOBPEeXAEHWEe MOXET MPefoTBpaLLaThCs 3a CYeT
YMEHbLUEHUA KOHLEHTpaLun NUnuMaoB B CbIBOPOTKE
KpOBW.

lMoBpe>keHne rNoMepynspHbIX KneToK. Heko-
TOpble aBTOpbI npegnonaratoT, yto @CIC BHe 3aBK-
CUMOCTU OT ero NPUUYMH MOXeT ObITb Pe3ynbTaToM
NOBPEXAeHNA ANUTeNNaNbHON KNeTKW. JTa rnoresa
OCHOBbIBAETCA Ha: 1) HANUUMKN TXKENbIX MoBpexX/e-
HUAX NOAOLUTOB Mepes BO3HMKHOBeHMeM PCIC,
MNMEBLLMX MECTO MPU HEKOTOPbIX 3KCMEPUMEHTaNIbHbIX
mogensix; 2) npeobnagaHnem mMopgonormyecknx ns-
MeHeHW NoAoLUTOB B KJETOYHOM MOBPEXAEHUN,
KOTOpOe Hab/loAaeTcs Ha paHHMX 3Tanax pasBuTUs
HekoTopbix BapuaHToB ®CIC u B cnyvasx ®CIC,
cBfi3aHHbIX co CIAoM v BHYTPUBEHHLIM BBELEHU-
eM HapKOTUKOB. [1OX0XUWe KMETOUHbIE MOBPEXJEHMUS
HabnganmMcb Ha paHHUX 3Tanax passuTtna ®CIrC B
MOYeYHbIX TpaHCnaHTaTax.

«"'unoTesa nogouMTa» COCTOMUT B TOM, YTO pas-
Butne ®CI'C MHULMMPYETCA U NOLAEPXUBAETCA MO-
BpexaeHneM nofoumtos. Kak 66110 NOKasaHo B 3KC-
nepuMeHTaNbHbIX paboTax, yTpara nogouuToB Beaet
K afjre3vn KanunnsipHbIX neTenb K 60ymMeHOBOW Kan-
Cyfe, NPUBOASA B UTOre K HaKOM/EHUIO NPOTEUHOB B
3KCTpaLEeNI0NAPHOM MaTpUKce. ALresns netesb K
Karncyne boymeHa cBA3aHa C HapyLUEHUAMW Harpas-
NneHus npouecca unbTpaumm (punbTpaT NocTynaet
BMeCTO 60YMEHOBCKOro MpoCTpaHCTBa NPSMO B UH-
TepcTuunii). B pesynbtaTe 310 NPUBOAMT K pagy co-
ObITWIA, ABNAIOLLUXCA NPUYNHOW AereHepauuy Lenoro
HehpoHa.

VIMMyHHbIre dakTopbir. 3mMeHeHUs UMMYHUTe-
Ta BOB/IEKAlOTCA B naToreHes nepsuyHoro ®CIC, Ho
npsiMble CBMAETENLCTBA B NOAAEPXKY 3TOW Teopuu
orpaHuyeHHbl. OfHaKo, OTBET HA UIMMYHOCYTPECCUIO,
B OCHOBHOM Ha KOPTUKOCTEPOWAbI, MOXET YKa3bIBaTb
Ha BaXXHOCTb NaToOreHeTUYeCcKon ponn MMMYHHOW Cu-
CTeMbl, XOTS 6bl ¥ BTOPUUHOM.

Linpkynupyrowuini hakTop, Kak npegnonaranoch,
NrpaeT posib B HEMEAJIEHHOM MOSB/IEHUU MPOTEUNHY-
puu nocre TpaHcnaaHTauuy B KoHtekcte dCIC. Ok-
CrnepuMeHTasbHbIE UCCNef0BaHUA MO3BOAUAN NPeso-
XWUTb, YTO (haKTOp, NOBLILLAKOWMIA NPOHULAEMOCTb,
MOXeT ObITb MepeHeceH OT naumeHToB ¢ ®CIC akc-
nepuMeHTaNbHbIM XXUBOTHbLIM. [pesBapuTenbHble
XapaKTepuCcTMKN AaHHOTO (PakTopa nokasaau, Yto OH
60MbLUe, YeM M3BECTHblE LMTOKWMHBI, U cnabo aHuo-
HeH npw pH 6,0.

MaTonorus

®CIrC moponornyeckn xapakrepmsyercs cer-
MEHTapHOWN 30HOI CKNepo3a B HEKOTOPbIX FNOMepY-
Nax. B HeBOBMEYEHHbIX K/ybouKax MOXET 0OHapy-
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XnBaTbCs Any3Hoe yBennyeHre KNeTOUHOCTU Uan
pasmepa. Uncno HenoBpeXAeHHbIX K/y604KOB 3aBU-
CUT OT cTagum 3aboneBaHus. B faneko 3allefinx
Cy4asix BO MHOIMMX Kny60o4Kax HaxogaT rnobabHbli
rnomepynocknepos. Kny6ouku ¢ cermeHTapHbIMU
CK/IEPOTUYECKMMU NOBPEXAeHNAMU 60/ee YacTo Ha-
6nt0atoTCA B HOKCTaMeLyNNsPHON 30He.

BaXXHO NOMHWTb, YTO INOMEPYNSAPHbIE MOBPeXe-
Hus npu PCIC He cBA3aHbI C €ro NPUYNHON.

CyulecTByeT Heckonbko BapuaHToB ®CIC, KoTO-
Pble MOXHO BbISIBUTb MPY CBETOOMTUYECKON MUKPO-
CKOMUWW.

MepuxunapHblil BapuaHT (perihilar variant),
XapakTepusyLWNncs Haimunem ruanmHosa uuam
CK/epo3a B COCyAMCTOM MoJitoce Kyb6oukoB. [ome-
PY/NOMeranms n cnaiikn ABNSTCS 00bIYHBIMU HAXO0L-
KaMun. Yacto nmeeTcs rvmannHo3 apTepuosn, Hepeako,
pacnpoCTpaHALWNACA Ha NEPUXUNAPHbLIA CerMeHT. B
30Hax CK/epo3a MOryT 0OHapyXXuBaTbCs NEHUCTbIE
KNETKWU. STOT BapMaHT MOXET UMETb MeCTO NMpu nep-
BMYHOM PCI'C, HO OH ABNSETCA TAKXKe OObIYHbIM U
[N NauneHToB ¢ BTOpUYHbIMU thopmamn PCIC, ac-
COLMMPYIOLLMXCA C afanTUBHbLIM OTBETOM Ha yTpaTy
HethpoHOB, FNOMEPYNAPHYIO rMNePTEH3UIO UK BOCNa-
neHue. MauuneHTbl ¢ nepuxungpHeim ®CIC nmeroT
60€ee HU3KYHO 4acTOTy He(pOTMYECKOro CUHApPOMA
1 60Mee BbICOKYI YacTOTY rMnNepTeH3nu.

KneTouHblw BapuaHT (cellular variant) onpe-
[lensieTcs Npy HaMumMm cermeHTapHo nponudgepaTuns-
HOI 3aNNTENNaNbHON peakLMm, CoHeTatoLencs ¢ 3HA0-
KanwnnspHom rmnepKneToyHOCTbLIO NPY BOB/IEYEHNN B
npowecc, no KpaiHein mepe 25% KanunnspHbIX NeTeNb,
UTO BblI3bIBAET OKK/IHO3UI0 KanuanspHOro npoceeTa.
MoBpexaeH MOXET 6blTb /060 CerMeHT (nepuxu-
NAPHbLIA UK Nepuepryeckunin). B gaHHON cuTyaumm
TaKXXe MOXET HabMoAaTbCA HaKOoMIeHWe NeNKoLUTOB
N NEHUCTLIX KETOK.

BepxyweyHbllw BapuaHT (tip variant) xapakTe-
pU3yeTcs HaIMYMeM YaCTUYHOIO MOBPEXAeHNS B 06-
NacTn OTXOXAEeHMS NPOKCUMa/IbHOr0 KaHasbLa B BUe
WK aare3vv MexXay KanunnsipHbIMU NeTnamu n 6oy-
MEHOBOW Karcynoii B TyGYNspHOM MPOCTPaHCTBE UK
CIUAHWS NOLOLUUTOB C NapueTanbHbIMK UIn Tyoynap-
HbIMW 3NUTENNaNbHBIMU KNeTKamMmu. O6bIYHO Takxke
BbISBNAIOTCA MEHUCTbIE KIETKM.

Konnancupytowmuit  BapuaHT  (collapsing
variant) xapakTepu3yeTcsa KOMiancom raomepynsp-
HbIX Kanuansapos, rmnepTpogmeit n runepnnasuneit no-
fountoB. Konnanc MOXeT 6bITb CerMeHTapHbIM Uan
rnobanbHbIM. FMNepTpognpoBaHHbIE U FTMNEpPnIasnpo-
BaHHbIE NOAOLUTLI 06bIYHO 3aN0NHAIOT MOYEBOE NPo-
CTPaHCTBO M 4acTO cofepXaT MHTpauMTon asmarm-
yeckue 6enKoBble Kanau v Bakyonn. B 60MbLUMHCTBE
CnyyaeB Konnarncupytowas riaomepynonaTus sBaset-
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ca unn BUY-accoummpoBaHHasa nnu ngmonatuyeckas.
BblNo 0TMEYEHO, YTO TYOY/OPETUKYNAPHbIE CTPYKTY-
pbl 06bIYHO BUAMMbBIE B 3HAOTENNANbHBLIX KNEeTKax y
nauuneHToB ¢ BUY-accounmpoBaHHoin  Hedponatu-
el 06bIYHO OTCYTCTBYIOT B GUONCUAX Y BOJbHLIX C
KonnancupyoLleii rnoMepynonaTueil.

Kpome Toro, BTOPOi NPUYMHOI KONNancupyoLLei
r/1I0MepynonaTnn AB/AETCA JIeYeHre BbICOKUMW [03a-
MW naMugpoHaTa. KosnancupyroLLas rnomepynonarms
TaKXXe MOXEeT peuugumBMpoBaTb MOCAE MOYEUHOW
TpaHcnnaHTauum uam Bo3HWKathL de novo, B 3TON Cu-
Tyaluu, 4aCTO MPUBOASA K NMOTEepe TpPaHCMaaHTaTa.
"nobanbHbI CKIEepo3 MOXKET COCYLLLECTBOBATb C Cer-
MEHTapPHbIMU NOBPEXAEHNAMMW BO BPEMS NPOBEAEHMS
nepBryHOI 6uoncun. B Tex cnydasx, Korga nporpec-
CUpYIOLLMIA NpoLecc NPUBOAUT K TEPMUHANLHON Mo-
YeYHOM HefoCTaTOYHOCTU, U3MEHEHUS B BUAE [N0-
6anbHOro CK/Iepo3a HaxogaT B 60NbLUMHCTBE riome-
pyn.

B kaHa/nbLax oTMmeuyaeTcsi PoKanbHasa atpogus.
B o6Lem, KONMYEeCTBO TYOYNSPHbIX U3MEHEHUIA NPo-
MOPLMOHANTbHO CTENEHU rNIOMePYNAPHOI BOBIEYEHHO-
cTn. KoMbrHaums HopMasibHbIX F10Mepyn 1 atpoguy-
HbIX KaHa/bLeB Npu uccnefjoBaHuM 6uonTtarta nawu-
eHTa ¢ HC nogosputensHa B oTHoweHun ®CIrC. B
TaKoW cUTyauun LOSIKHbI ObITh cAefaHbl LONOAHU-
TefbHble cpesbl. KMeTKn XPOHMYECKOro BOCMaseHus
N n3pefKa MeHUCTbIe KNeTKWU MOTYT BbISBNATLCA B
061acTax Ty6ynsapHOro NOBPeXAeHWS.

VimmyHonaTonornyeckue faHHble. B Me3aHrum u
30HaxX CEerMeHTapHOro ckeposa O6bIYHO OTMeYaeT-
cs IgM, vacTo B coyetaHmm C3. MO3NTUBHYIO peak-
LMI0 YacTo HaxogsaT npu uccnegosaHum d q, C4. B
HeMoBpPeXKAeHHbIX FNOMepY/iaX MOXHO TakXXe BUAETb
Me3aHrnanbHoe npokpawmsaHue Ha IgM n Clq.

3NeKTPOHOMUKPOCKOMMUYECKasa KapTuHa.. B kny-
60uKax, KaxyLLMXcsa npyu CBETOBON MUKPOCKOMNWUU He-
NOBPEXAEHHBIMW N YaCcTU KNYBOUYKOB C OTCYTCTBUEM
NPU3HAKOB CErMEHTapHOro CKfepo3a, MOXeT Habnto-
[aTbCA CNMNAHME HOXKOBbIX OTPOCTKOB MOLOLUTOB.
[MoBpexaeHne anuTenuanbHbIX KIETOK NMPOABAAET-
CS BaKyonusauuein n mem6paHoCBA3aHHbIMU NPOTEN-
HOBbIMW BK/IKOYEHUAMW, MUKPOBW/INE3HOI TpaHchop-
mMaumeid U NosBNeHWEM CrpynnMpoBaHHbIX B MOOCHI
aKTUHOBbLIX (PUIAMEHTOB, NapajinenbHbIX 6a3anbHOl
MeMbpaHe B CNUBAIOLLMXCA HOXKOBbIX OTPOCTKAX.

OuddepeHumanbHblii guarHos

TybynsipHas aTpous, CONPOBOXAAtOLLLaACA MHTep-
CTULMaNbHLIM (HMOPO30OM ABMSETCSA BaXKHLIM UHMKA-
TOpOM, nossonstowmm otamuute ®CIrc or EMI.

MporHos

Moka3aHo, UTO BEPOATHOCTbL Pa3BUTUA NMOYEUHON
HegocTatoyHocTn npu ®CIC BbICOKA B TeX Clyya-
X, KOZA 4MC/I0 BOB/IEYEHHbIX COTaBnAeT oT 20% [0
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30%. lMaumMeHTbI C KNeTOUHbIM MOBPeXXAeHNEM MoYTH
Bcerga umetoT HC 1 ero npossneHns 6osee CypoBbl,
4yeM y naumneHToB ¢ Knaccuyeckum ®CIC. MesaHru-
a/lbHasA TMNepPKIETOYHOCTb U COCYANCTbIE N3MEHEHUS
HeraTMBHO B/IMAIOT HAa NPOrHO3. Takxe 6bINo Halge-
HO, UTO Y MauVeHToB C apTEPUONAPHBLIM TMa/IMHO30M
nMetoTcA 6osiee TAXKENbIE 3NUTeNMabHble NOBPEeX-
feHus, 6onblas anbobymMuHypusa n 6onee Tsxenas
noyeyHass HeLOCTATOUYHOCTb.

B HefaBHEM uccnefoBaHUM 0OHaPYXEHO, UYTO U3
Bcex BapmaHToB ®CIC y 60/bHbIX C BEPXYLUEYHbIM
NoBpexJeHneM O0TMevaeTcs Haubonee BbiCOKas Be-
POSTHOCTb pemuccum (50%) 1 camyto 3HaUUTENbHYIO
cTeneHb NOYEYHOI BbKMBAEMOCTU [0 3-X NieT (76%).
CoobLanock TakxKe, YTO Noc/e TpaHCnaaHTaLmmn pe-
ungms nepsuyHoro ®CIrC umeet mecto y 30-50%
naumneHToB, Npy NOCcneAyoLLE Nepecaske NOYKM PUCK
peumnamea BospacTaet Ao 85%.

Mem6paHo3HbIN rnomepynoHepput (MI)

MTI™ Hamnbonee yacTast NpMUYMHA MAMONATUYHECKOTO
He(hpOTMYECKOTrO CUHAPOMA Y B3pOC/bIX. YacToTa BTO-
PUYHBLIX popM (Tabn. 6) BapbmpyeT oT 20 go 30%.

MaToreHes

MI - 3TO KNacCMYeCKUiA UMMYHOKOMM/EKCHBbIN
r7I0MepynoHePUT, NPU KOTOPOM UMMYHHbIE KOMIJIEK-
Cbl IOKANIN3YIOTCA B CY63NUTENN/IBHOM C/I0€ T/I0Me-
PYNAPHON KanuansapHON CTEHKU. AHTUTEH-aHTUTESb-
Hble BK/IHOYEeHWS MOTYT (hOPMUPOBATLCA B pesy/bTa-
Te NPOAYKUUA UMMYHHbIX KOMMN/EKCOB in Situ nam
NoCpPeaCcTBOM AeNO03uLUN LMPKYINPLIOLLUX UMMYHHbIX
KOMMEKCOB. AHTUIEH-aHTUTE/IbHbIE KOMMJ/EKChI aK-
TUBUPYIOT CUCTEMY KOMIMIEMEHTA; MembpaHoaTaky-

Tabnuua 6
KnnHnyeckne cocTtosHUA, CBA3aHHbIe C
BTOPUYHbLIM M

NHdekumnmn
Fenatut B n C, BUY, cucpunuc, manapusa, nenpa, wmcroloma-
TO3, hMNAPMO3bI, YecoTka.

XUMuUyeckme coeamnHeHus

MeHeunnNMHaMUHbI, 30/10T0, MEAb-COAEPXallne CoOefNHEHUS,
Kantonpun, npo6eHeuns, TPUMETaANOH, HECTEePOUHble Npo-
TUBOCNANUTE NbHbIE CPEACTBA.

Oonyxonu

KapunmHOMbI (nerkoro, TONCTOW KULWIKW, MOMOYHON Xenesbl, no-
yek, nuwiesoaa), menaHoma, neiikemusa, nuMmd oMbl (0CO6EHHO
HEeXO4XKUHCKUE).

MNMMyHHble paccTpoiicTBa

CKB, cmewaHHoe 3aboneBaHne coegMHUTENbHON TKaHuW, peBs-
MaTouAHbli apTpuT, cuHapom CberpeHa, fepmMaToMUO3NnT,
capkomaos, TupeonauT XawmmoTo, repneTudopMHblii gepma-
TWT, MUacTeHuUs rpaBuc, cuHapom XynunaHa-bappe, naHHuKy-
nut Bebep-KpuctmnaHa, 6ynnesHbiii nemdurons, CUHAPOM
aHTUKapAVONUMUHOBBLIX aHTUTEN.

Pa3Hoe

CepnoBUAHO-KNeToYHaA aHeMusi, cuHApPoM ®aHKoHW, caxap-
Hbll AnabeT, CKNepo3UPYOLLNA XONaHruT.

rowWnin komnaekc C5a-9 6bin 06Hapy>XeH B 6a3anb-
HbIX [IOMepPYNApHbIX MembpaHax. C5a-9 cTumynupy-
€T BblpaboTKy mogouuTaMmy NpoTeas, OKCUAAHTOB,
NPOCTaHOMA0B, KOMMOHEHTOB 3KCTpPaLeNNNspHOro
MaTpuKca, U LUMTOKMHOB, BKIoYaa TGFp 9Tu cobbl-
TUA B pe3y/bTaTe NPUBOJAT K pa3pyLUEHNIO (PYHKLKO-
Ha/IbHOTO efJMHCTBA rNOMepynspHO 6a3asbHOM MeM-
6paHbl U (uabTpaymMoHHOro 6enkoBoro Gapbepa no-
[LOUUTOB C nocnefyloWwmmM pa3BUTUEM MaCCUBHOWA
npoTenHypun. Mpu Hedpute XelimaHa, mogens Ml y
KpbIC, MET&/IVH - OfWUH U3 MULLEHEBbLIX aHTUTEHOB /15
He(hpUTOreHHbIX aHTUTEN 3KCNPECCUPYETCA Ha NoBep-
XHOCTM MOAOLMTOB, rae (OPMUPYIOTCA UMMYHHbIE
KOMIMJ/IEKChI, BbI3bIBAas aKTUBALMIO KOMIM/IEMEHTa U MPo-
TENHYPUIO HEPOTUYECKOTO YPOBHS.

Cyb6anuTenunnbHas eno3vumns UMMYHHbIX KOMI-
NEKCOB B F/IOMEPYNApPHON 6a3anbHOl MembpaHe §iB-
NseTcsA NPUYUHON aKTUBALMU KOMM/IEMEHTA U CUHTE-
3a peakTUBHbIX KUCNOPOAHbIX pagukanos (ROS).
ApLyKTbl NPOAYKTOB NEPEKUCHOr0 OKUCIEHUS ANK-
[0B (MaNoHOBLIN Ananbaerng v 4-rnpoKCUHOHEHanN)
Ob1IN BbISB/IEHbI B HEKO/I/IareHOBOM JOMEHe KOonfa-
reHa 4 Tuna F'6M. TockonbKy YeTBEPTLINA TUN KOMMa-
reHa fIBNSAeTCA OCHOBHbIM CTPYKTYPHbIM MPOTEUHOM
BM, ero okucneHHas MoAuUKaLMA MOXeT U3Me-
HATb LUMPUHY NOP W 3NEKTPUYECKUIA 3apsas MemobpaH;
CNeACTBMEM 3TOr0 CTAHOBATCA yTpaTa CefleKTUBHOM
NPOHULLAEMOCTU 1 MPOTEUHYPUS.

"nomepynsapHoe NoBpeXaeHNe MOXET BblTb 0Moc-
pegoBaHo ROS NpomcxofAaL MMM U3 NeNKOLMTOB U pe-
3UAEHTHbIX [IOMEPYNAPHbLIX KNeToK. Muenonepokcu-
fasa (MPO), reMonpoTenH CeKpeTupyroLuincs Mo-
HOHYK/eapHbIMU KNeTKaMu, MOXET Cnoco6CTBOBATb
06pa3oBaHN0 MOANULMPOBAHHBLIX/OKUCIEHHbIX 6ef-
KOB Nof feicTBmem obpasytoLleiics B xofe Mmuenone-
POKCUAA3HOW peakumm runoxnopHoii kucnotsl (HOCI)/
rmnoxnopuTa. 3TO MOXET BblI3blBaTb AUCHYHKLNIO
KMETOK B Pas/IMyHbIX KOMMApPTMeHTax noyku. OfHo-
BpemeHHas nokanusaums MPO n HOCL-mognguum-
POBaHHbIX NPOTEMHOB B NIOMEPYISPHON MembpaHe K
nogouuTtax yenoseka npu MI yKa3biBaeT Ha pofb
MPO- rugporeH nepoKcUaHO-XN0PUAHON CUCTEMbI B
cuHTe3e ROS B noBpexaeHHo TBM nauuneHToB ¢ MI.

OfiHako MerasivH He MOXeT COCTaBNATbL COOTBET-
CTBYIOLLMIA aHTUreH 18 MeMOPaHO3HOM HeponaTum
(MH), noCKoMbKY OH He 6bl/1 HAWAEH B Ye10BEYECKUX
NOLOLMTAX U BbISBNIEH B CYO3NUTENNaIbHBIX UMMYH-
HbIX Aeno3uTax y 60/bHbIX ¢ M.

B nogrpynne mnageHueB ¢ aHTeHaTasbHOA MN
HeliTpanbHblad aHgonenTugasa (NEP) 6bina naeHTu-
(hmumpoBaHa Kak nepsas 6e1KoBas MULLEHb 15 He-
(hpUTOreHHbIX aHTUTEN B Ye/I0BEYECKMUX NOJOLMTaX.

B natoreHeze MIT Takxe 06Cyxpaanacb posb U3-
MeHEeHHOW akcnpeccumn 6enkoB LeneBoi auagparml
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(Hanpumep, HethpuHa) UK acCOLMUPOBAHHbIX CO Liefle-
BOV Anadparmoin 6enKoB (Hanpumep, p-AUCTPIINKaH).

3HaueHne reHeTUYeCKUX (PakTOpPoB Takxe npej-
nosnaraeTcs B CBA3W C YBe/IMYeHWEM 4acTOTbl 3ab60-
NeBaHuil y nayneHtos ¢ HLA-DR3 u BS.

MaTonorus

B HayasibHbIX CTaAuAX rNoMepy/ibl MOTYT Kas3aTb-
€A HOPMa/IbHLIMY NPW CBETOBON MUKpocKonuu. Mpu
6onee NO3L4HUX CTaAUAX, KaNUNNspPHbIe CTEHKN YTOoN-
LLAKOTCA C CY)XXeHWEeM KanunnspHoro npoceeta. OK-
packa MeTamuH-cepebpo No3BONSET 06HAPYXUTb Cy-
63nnTeNnanbHble BbICTYMbI (KWUMMKK») BAOb Kanu-
NAPHBIX NeTeslb, CBA3aHHbIX C OT/IOXKEHWEM HOBOrO
maTepuana 6asanbHbIX Memb6paH, npuiexallero K
fgenosutam. Npun nporpeccupytowem MIT genosunTol
pacnonaratTCa 4acTo BHYTPW KanunnsapHow 6asanb-
HO MeMO6paHbl, MO/IHOCTLIO MOKPbLIThIE HOBLIM MaTe-
pranomM 6asanibHbiXx MeM6paH, U B TaKOM Ciy4ae Ka-
NUANSPHbIE CTEHKM MOTYT UMETb «JBOMHON KOHTYp».

VIMMYHOMMCTONIOrMYECKU BbISBNSETCS rpaHyispHoe
NpoKpaLLrBaHue KanunnspHoi cTeHkn Ha IgG, C3 u ane-
MeHTbl MembpaH-aTakytoLlero kommnnekca C5b-C9.

Y NbTPacTPYKTYpHble Npu3Hakm MI 6binn wmc-
NoJib30BaHbl 415 KNaccuhuLmMpoBaHus 3a601eBaHNs Ha
4-in ctagun. O6WUM Ana BCex CTafuii ABNseTcs Ha-
Nnyue cyBannuTeNnabHbIX 31eKTPOHHOMNIOTHbLIX Aeno-
3UTOB U CINSHNE HOXKOBbLIX OTPOCTKOB BUCLLEPasIbHbIX
ANUTENNANBHBIX KNETOK.

Cragmsa |. iHMumanbHble cyb6anuTennanbHble ge-
No3nTbl.
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Cragus Il. dopmupoBaHne Ccy63annTennanbHbIX
BbICTYMNOB, BellecTBa 6a3anbHOW MeMbpaHbl nate-
pasibHee 4eno3uToB (KLIKUMNOB»).

Craams Ill. HoBbIli sKCTpauenonsapHbIin Mmate-
puvan oKpy»XaeT Leno3uTbl, KOTOPble BK/HOYAOTCA B
KanuanapHyto 6asanbHy0 MembpaHy.

Cragua IV. ®opmupoBaHMe 3HaYUTENLHO YTON-
LLEHHbIX KanUANAPHbIX CTEHOK C Pa3ps>keHeM v npo-
CBETNeHNEM 30H MHTPamMeM6paHO3HbIX 4eno3UTOB U
CNOUCTOCTbIO 6a3anbHON MemMOpaHbl.

YnbTpacTpyKTypHOe 06Hapy>KeHne cy63HfoTeNnn-
a/lbHbIX [en03UTOB B [OMOJIHEHUE K Cy6anuTemab-
HbIM feno3ntaM 00bl4HO YKa3sblBaeT Ha To, 4to MIT
BbI3BAH CMCTEMHbLIM ayTOMMMYHHbIM 3a060/1€BaHVEM.

MporHos

Pe3ynbTathl, Kacatowmecs nporHosa MIT, npotu-
BopeuunBbl. Mpunban3nTensHO 25% naumeHTOB BXOAAT
B CMNOHTaHHY PEMUCCUIO, TOTLA KaK MPUMEPHO Y Tpe-
TW - NOMOBUHbLI 60/ILHLIX OTMEYaeTcs NPorpeccupy-
oLLlad XPOHMYeCcKas rnoyveyHas HeJOCTaTOYHOCTb WK
OHW YMUPAKOT OT OCNOXHeHMn HC.

(MpogomkeHue cnegyer)

MepeBoAd C aHrANIACKOTO
B.I'. CunoBckuit
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