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PEDEPAT

LIEJIb CCJIE4OBAHMIS. Tlonck HEMHBA3MBHbLIX METOAO0B AMAarHOCTUKK IgA-HedponaTtm n GokanbHO-CerMeHTapHoro
rnomepynockneposa (PCIrC) Ha ocHOBe NPOTEOMHOro nccnegoannsa moun. MNAUMEHTBI U METO/ZbI. B nccneposaHne
BktoYeH 61 naumeHT: nepsas rpynna — 31 6onbHon ¢ PCIC, BTopas rpynna — 30 6onbHbIX ¢ IgA-HedponaTuein. Bcem
nauneHTam 6binun BbIMOJIHEHbI 0OLEKANHMYECKNE METOAB! UCCNefoBaHns (OOLLMA aHann3 KpoBuM, OOLLMIA aHanM3 Mo4u,
KOHUEHTpauus kpeaTuHHA KPOBU C onpeaeneHnemM CKOpoCTu kKiybo4koBO punbTpaLmm) n Macc-CnekTpPOMeTPUs MOYM
PE3YJIbTATHI. BbisiBNEHbI KNMHWKO-1ab0opaTopHble NPU3HAKN FMOMepyoHedpuTa: apTepuasbHas rmnepTeH3ns, asoTeMus,
NPOTEVHYPUS, MUKPO- NN MaKpOremaTypus, CHUXEHNE CKOPOCTH KNy6o4ykoBon dunstpaummn. OnpeaneneHsb natoreHeTn-
yeckne ocobeHHocTu IgA-HedponaTum n @CIrC, no3BoAMBLUME BbIAENUTb GYHKLMOHASbHbLIE FPYNMbl 6EKOB-MapKepPOB,
OTpaXalLLMX BO3MOXHbIE MyTU BO3HUKHOBEHWS 1 NporpeccupoBaHuns rmomepynoHedputa. SAK/IIOYEHUE. AHanna npo-
TEOMHOro crnekTpa Mo4ym nauneHToB ¢ IgA-HedponaTtmein n @CIC no3BoNSET UCNOIbL30BATL NOJSTyYEeHHbIe Oenku B Ka4ecTBe
NOTEHUMANbHbIX MApPKEPOB BO3HMKHOBEHMS 1 MPOrpeccupoBaHns rmomMmepynoHedpura.

KnioueBble cnoBa: XpOHNYECKUIA roMepynoHedpuT, NPOTEOMMKA, MONEKYNSIPHbIE MapPKepbl.

ABSTRACT

THE AIM: to search noninvasive diagnostic IgA-nephropathy and focal segmental glomerulosclerosis (FSGS) based
at proteomic studies of urine. PATIENTS AND METHODS. The study included 61 patients, who were divided into two
groups. The first group included 31 patients with FSGS and 30 patients with IgA- nephropathy. All patients underwent
general clinical research methods (complete blood count, urinalysis, blood creatinine concentration with the definition
of the glomerular filtration rate) and mass spectrometry of urine. RESULTS. It was identified clinical and laboratory
signs of glomerulonephritis: hypertension, azotemia, proteinuria, hematuria, decreased glomerular filtration rate. It
was identified pathogenetic features of IgA-nephropathy and FSGS, with highlighting the functional groups of protein
markers that reflect the way the progression of glomerulonephritis. CONCLUSION. Proteomic analysis of the spectrum
of urine of patients with IgA-nephropathy and FSGS allows to use the proteins as potential markers of the progression
of glomerulonephritis.

Key words: chronic glomerulonephritis, proteomics, molecular markers.

BBEAEHUE

Hecmotps Ha GornbIioe KOMM4IecTBO UCCIECI0BaHUI
10 MOZICPHU3ALNH JUATHOCTUUECKUX U JICUEOHBIX TEX-
HOJIOTUH, HAKOIJICHHBIX Ha MPOTSHKEHUH IOCICAHUX
JECSITUICTHH, AMATHOCTHKA U JICUCHUE XPOHUYECKOTO
rIoMepyaoHepuTa ocTaeTcs aKTyaJbHOU 3amadeit
coBpeMeHHOH Hedpoxoruu. COraacHO PETHCTPY
ERA-EDTA, xpoHn4eckuii raoMepyinoHeQpuT B
14% cnyuyaeB CTaHOBHUTCS MPUYMHONW TEPMHHAIBHON
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XpoHU4Yeckoi modeunoi HemoctarouHoctr (TXITH)
B crpaHax EBpomnsl [1]. Ilo nanusiM Bcemupnoit
opraHuzauuu 3apaBooxpaHeHuss — u3 30-35 muH
JIUI], €KErolHO YMHUPAIOIINX OT BCEX XPOHHYECKHX
3a0oseBaHuii, 1 MJIH IOruOalOT OT MATOJOIHHU IOYEK
u MoueBbIxX myTel [2]. Ilpnyem B 80% citydaes, Ha-
OmromaeTcss MaJOCHMIITOMHOE HavYasio 3a00JIeBaHus,
CIIy4ailHO MAarHOCTHPYeMOE B XOJ/I€ MCCIETOBaHUS
MO4Y€BOTO ocajka [3].

HccnenoBanust MONEKYIAPHBIX MEXaHU3MOB pas-
BUTHUSI XPOHHUYECKOTO TIIOMEPYIIOHE(PPUTA CBA3AHBI C
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OTKPBITUSIMU B 00JIaCTH TeHOMA M [TPOTEOMa YeJIOBeKa,
M3y4YEHHUEM YIbTPACTPYKTYPHBIX KJIETOYHBIX U3MEHE-
HUH, TKAHEBOTO U OPTraHHOI'0 PEMOJIEIMPOBAHUS TIPU
XPOHUYECKOM ITIOMEpYIoHe(ppHTe, OCBOCHHEM HOBBIX
TEXHOJIOTUH, TO3BOJISIIOIIUX BBISIBISTH OMOMapKephI
raroreHesa 0ojie3nu [4].

OpxauM u3 HanboJiee BaKHBIX (PAKTOPOB pHCKa
passutus TXIIH npu Hedponarusix, B 4acTHO-
CTH, SIBJISIETCSl TyOyJIOMHTEPCTHUHMAIBHBIN (Hudpo3
(TUD), pazBuTHE KOTOPOrO BO MHOTOM OMpPEACIISICT
[poLecC PEMOAEIINPOBAHUS MTOUYEYHON MapeHXUMBbI
[5]. dnsa nuarHoctuku TU® nipu rmoMepynonaTusx
€JJMHCTBEHHBIM METOAOM SIBJISIETCS MYHKLHOHHAs
HepOoOHOIICHS C MOCISAYIONIUM THCTOIOTMYeCKUM
nccienoBaiueM. Bmecre ¢ Tem, B mocieaHue rossl B
He(POIOruK HAYMHAIOT IPUMEHSITHCS METO/IBI ITOCT-
F€HOMHBIX HCCJIEI0BaHUM, HallPaBJIEHHbIE HA TOMCK
B3aUMOCBsI3EH MeX 1y OeJIKaMU-MapKepaMH H [1aToJI0-
FUYECKUMHU W3MEHEHUSIMH, 0OHapY)KMBaeMBbIMHU MTPH
TUCTOJIOTUYECKOM HCCJeloBaHuU HedpoOuonTara
[6] . Llenbro ATUX HCCAEIOBAaHUM SIBISIETCS TOWCK
HEMHBA3UBHBIX METOAOB OLICHKH COCTOSIHHS ITOYeY-
HOHl mapeHxuMsbl. OnpesesneHne Takux MapkEépoB B
JaJbHEeHIIEeM [TO3BOJIUT CTATh alIbTEPHATHBOM He(pO-
OuoIICHU B CITy4ae HEBO3MOKHOCTH €€ TPOBEICHUS, a
TaK)Ke MPU MOHUTOPUHIE PUCKA PA3BUTHSI TOYEUHBIX
MOBPEXJIEHUH B Ipoliecce JedeHus nanuenra [7]. B
HaCTOsIee BpeMsl MAacC-CIIEKTPOMETPHUS CUUTAETCS
Haubosiee BOCTpeOOBAaHHBIM U YyBCTBUTEIBHBIM Me-
TOJIOM aHaJIM3a OPraHMYECKUX MOJIEKYJ [ 8], KOTOpBIH
MO3BOJISIET BBISIBIISATH OCNKM, y4acTBYIOLIUE B MPO-
Heccax BocnaieHus, Gpudposa, peMoneIupOBaHuUs,
MEXKJIETOUHOro B3aumoneicTusa. [Ipumenenue
Macc-CIeKTPOMETPUHN MPU U3YUYEHUHU MPOTEOMHOTO
naTTepHa pasHbIX OPM XPOHHUYECKUX TIIOMEPYIIO-
He(PHUTOB U MATONOTMYECKUX U3MEHEHH B HEPPO-
ouonTare MOMOXKET COPMHPOBATH MPEACTABICHHUE
0 Mapképax-KaHIHJaTaX, ONpeeIeHHEe KOTOPhIX B
JaJbHEHIIeM TIO3BOJIUT BEpU(PHULUPOBATH HE TOJIBKO
(hopmy HedpuTa, HO U 0COOCHHOCTH TIIOMEPYIIIPHOTO
1 TyOyJIOMHTEPCTUIHAIBLHOTO TOBPEXKICHUS, pac-
LUIMPUB BO3MOKHOCTH HEMHBA3MBHOW JHarHOCTUKU
[9, 10].

Lens uccnenoBaHus: MOMCK HEHHBAa3UBHBIX Me-
TOAOB AMAarHOCTHKH [gA-Hedponatun u (oxambHO-
cerMeHTapHoro rinomepynockieposa (OPCI'C) na
OCHOBE IIPOTEOMHOTI'0 UCCIIEJOBAHUS MOYH.

NMAUUEHTbBI U METOAbI

UccrnenoBanue oIHOMOMEHTHOE, CKPUHUHIOBOE,
KOTOPTHOE, OTKPBITOE, COCTOSJIO U3 JIBYX DTAIlOB.
Ha nmepBom sTame u3 uncna OOJBHBIX ¢ XpOHHYE-
CKUM TioMepysioHepputoM (n=85), mpomeaumnx

NpoIeaypy NyHKIMOHHOU HedpoOuorncuu, ObLI
orobpas 31 narment ¢ ®CI'C u 30 nmauuentos c [gA-
HedponaTuei, IPOBOAWIICS AeTaIbHBIH COOp KIIMHUKO-
AHAMHECTUYECKUX JaHHBIX, a TAaKKe CTAaHAapTHOE
¢usuKanpbHOE U Ja00PATOPHO-UHCTPYMEHTAJIBHOE
oOcnenoBanue. Ha BTropoM sTame BceM ManueHTaMm
¢ ®CI'C u IgA-nedponarueii mpoBonuiIach Macc-
CHEKTPOMETPHSI MOYH.

KpurepusiMmu uckiroueHus: ObIIM MAlUEHTHI C
xpoHudeckor Oosie3npto mouyek (XBII) 5 cranuu,
caxapHbIM AMa0eToOM, MIIEeMHYECKOH O0Je3HBIO
cepALa, XpOHUYECKON CepACUHON HEIOCTATOYHOCTHIO
(®K 2-4). KoHTposbHYIO TPYHILy COCTaBHIN 100pO-
BOJIbIIBI IIPU OTCYTCTBUM NPU3HAKOB COMAaTHYECKOM
MaTOJIOTUH, B TOM YHCJIe — M3MEHEHHUH B aHAJTN3€ MOYH
(n=30). B KOHTpOJILHOH TpymIle MPOBOAMUIACH MACC-
CHEKTPOMETPHSI MOYH.

B rpynny nanueHToB ¢ XpOHHYECKUM IJIOMEpY-
noHeppuToM Ob1T 0ToOpaH 61 manueHT: 29 MyX4uH
(47%) wn 32 xenmunsbl (53%). CpegHuil Bo3pact
o0cienoBanHbIX coctaBuia 34,4+0,9 roma. B meaom
NPOJOJKUTEIBHOCTD IIOMEpYJIOHe(hpUTa COCTaBUIIA
0,64+0,31 roga u konebdanace ot 1,2 mec 10 2 net. [Tox-
poOHO coOupanu anamHe3 3a00JeBaHUs, OLIEHUBAIIH
JUIUTENTLHOCTD TEUCHUS U KIIMHUYECKHE MPOSBICHUS
He(puTa, HAINYKUE COMYTCTBYIOIIEH TaTOJIOTUH, ITPO-
BOJMMBIE JMarHOCTUYECKHE NCCIIeJOBAHHS 1 OCOOCH-
HOCTH JieueHus1. OLIeHUBAJIH CIEAYIOIINE TapaMeTphl:

a) KIIMHWYECKHE JaHHbIe — HAJTMYME OTEYHOTO CHH-
JIpoMa H apTepuasibHOi runepreHsun (Al);

0) mokaszaresim MHCTPYMEHTAIbHBIX METOJOB HC-
cienoBanus — Y3U nouek, DK

B) MOKa3aTeslu JabopaTOpHBIX METOJOB HCCIe-
JOBaHUSl — OOIIMI aHANW3 KPOBH, OOIIMH aHANuU3
MOYH, CYTOYHYIO MPOTEUHYPHIO, OMOXUMUYECKHH
aHaJIN3 KpoBH (MOYeBasi KUCIOTa, OOMUI OEIOK,
001t XonecTepuH, MOYEBUHA, KpEaTUHUH, KaJIuii
U HaTpui);

r') MOKazaTeId UMMYHOMOP(OIOTHYECKOTO UC-
CJIeZIOBaHMS Ha MaTepuale MyHKIMOHHBIX OMONTAaTOB
no4yex: Mop(oIoTHYecKoe UCCIeJOBAHUE TUCTOJIO-
THYECKUX MpenapaToB, KOTOPble OBIIM OKpAalleHBI
reMaTOKCHJIMHOM M 303UHOM 1o BaH-I'm3ony u
udd-peakTHBOM U HCCIEAOBaHbI B LHUPPOBOM
MUKPOCKOTIE; YIbTPACTPYKTYpPHOE HCCIEJOBAHUE
MOYEK C UCIIOIB30BAHNEM TPAHCMHUCCHOHHOTO 3JIEK-
TpoHHOro Mukpockorna JEM-1000; ummyHOoMOpdo-
JIOTUYECKOE HCCIIEJOBaHNE TTOYEUHBIX OMONTATOB C
ucnosb3oBanueM MeueHHbIX FITC anTuten kposinka
k IgG, M, A, C3 u ¢ubpuHy Ha JIIOMUHECLIECHTHOM
mukpockone «Laborlux S»; onenka crenenu gpukca-
MUY UMMYHOIJIOOYJMHOB M KOMILJIEMEHTa B Cpe3ax
OCYIIECTBIISIACH [TOTYKOIMYECTBEHHBIM METOJIOM T10
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Tabnumua 1

CpaBHeHue nokasartenei nabopaTopHbIX UccnenoBaHuil y nauueHToB ¢ IgA-HedpponaTtuein u dCrc

[Mokazartenb | pynna naumeHToB ¢ IgA-HedponaTtumen (n=30) | Ipynna naumeHToB ¢ ®CIC (n=31)
O6wWunin aHanm3 KpoBwm

OputpounTsl, 102 /n 4,19+0,7 4,17+0,7
lfemorno6buH, r/n 126+7 125+8
NeikouunTsl, 10%/n 6,5%0,6 6,6+0,7
CKopocCTb 0OcefaHns 9pUTPoOLUTOB, MM/Y 12+1,5 14+£1,5
Buoxnmung kposu

KpeaTuHWH, MKMONb/1 10120 119+226
MouyeBnHa, MMMOSb/ N 5,18%+1,3 6+1,5
MoueBas kucnota, MMosb/n 233,6%7,5 28017
CK®d, mn/MuH/1,73 m? T7+17* 66+18
Moua

MpoTennypus, r/n 0,8%1,1 2+2 5*
SpuTpounTypus, B 1/3p 24,5+28* 5+1,6
CyTo4Has npoTenHypwus, r/cyt 1,06+1,7 3,412

MpumeyaHune. * p<0,05, CKD — ckopoCTb KiyOo4KoBOI dusTpaumm.

rpajiallid HHTEHCUBHOCTH CBEYCHUS U PACIPOCTpa-
HEHUS B TKaHAX [7].

PE3YJIbTATbI

VY o0cnenoBaHHBIX MAIMEHTOB apTepUaNbHASL
runeptensus Bcrpedanach B rpynmne OCI'C B 54%, a
nipu [gA-nedponarin B 45% ciaydaes. Pesynbrars! na-
0OOpaTOPHBIX3 HCCIIENOBAHUH MPEACTaBICHBI B Ta0M. 1.
CyliecTBEHHBIX Pa3IMuuil MEXIly IpyNIaMH HE OT-
MEYaJioCh, 32 NCKIIIOUEHUEM MPOTEHHYPHH, CTETIEHb
KOTOpOii 6b11a MocToBepHO BhItIe pu OCI'C.

VY nanuentoB B rpymme OCI'C camxenne CKD
HaOmonanochk Ha 14,3% wdamne, yeM y MaMeHTOB B
rpymme ¢ [gA-nedponarueii (p<0,05).

[Ipn anmanmm3e Macc-CIEKTPOrpaMM HCIOIb30-
BaJIICh COOTBETCTBYIOLIHE Oa3bl JAHHBIX OEJKOB.
[Tpumep MOJIEKYIISIPHOTO CIIEKTpa MeNTHIHBIX (par-
MeHTOB OenkoB mMoun mamueHtoB ¢ OCI'C n IgA-
HedponaTrel npencTapieH Ha puc. 1 u 2. Moneky-
JIAPHBIN CHEKTP OTPaXKaeT Pa3iudus IO IMOKa3aTelto
m/z TenTHIHBIX (ParMeHTOB OEJIKOB MOYM B JHa-
mazone Mr — ot 800 a mo 10 x/la, koTOpbIe MO3BO-
JIUITK yKe Ha dTare rpaduyeckoil perucTpaiuu amua-
THOCTHYECKUX MOJICKYJISIPHBIX MATTEPHOB BBISIBUTH
OTIINYMS B KQYECTBEHHOM COCTAaBE MOJIEKYJ OeIKOB
Moun y manueHtoB ¢ ®CI'C, IgA-nedpomnarueit u
3/IOPOBBIX JIHII.

B xone ananm3sa BcTpedaeMocTH OEIKOB IPOTEOM-
HOTO MaTTepHa Mpu HePPOTHUECKOM CHHPOME OBbLITH
ycraHoBJIeHbl ciienytomue ¢aktel. C Hedporude-
CKMM CHHPOMOM OBLIM acCOIMMPOBAHBI TaKnue Oell-
KH, KaK perenTop-NepeHOCUrK MOTeHIIMAIBLHOTO Ka-
THOHHOTO KaHaja, O-1eMb KOJIareHa, TPOIIOMHO3UH
1. 310 MOXeT OBITH 0OYCIIOBICHO KaK YHHUBEpCAJhb-
HBIM MEXaHU3MOM Pa3BUTHsI HAPYIICHHsI MPOIIECCOB

30

MOYEYHONW (PUIBTPALIM MOCPEACTBOM YCHIICHHS pa-
0OTBI aKTHHOBOTO KOMILIEKCAa B KJIETKE, 00ecIeyuu-
BAIOILEr0 TPAHCHOPT BE3UKYN C aKTMBHBIMU KOMIIO-
HEHTaMH U COKpaIIeHHUE IT1aKOMbIIICYHBIX BOJIOKOH,
TaK U HapyLIEHWEM Mpolecca CeNCKTUBHOM M0 Mo-
JIEKyJSIPHOW Macce M pazMepaM YIbTpaduiIbTpaLuu
cyOcTaHIMI KPOBH Ha YPOBHE MOYEK.

ApTrepuanbHasi THIIEPTEH3Hs BCTpedaiack B 64%
cinyqaeB y nanueHToB ¢ @CI'C u B 56% y nanueH-
ToB ¢ IgA-Hedponarueii. benkamu-mMapkepamu pas-
Butus TU® npu Hamuuuu aprepuagbHOU rUnepTeH-
3UH SABJISUINCE: B -MUKPOITIOOY/IMH, GEOK perenTop-
MEPEeHOCUYNK NOTCHLUHAIBFHOTO KAaTHOHHOTO KaHasa,
TKaHeBo# ¢aktop pocra  (TDP B), 6enok, cBA3bI-
BaIOIINI MHCYTUHOIOO00HBIN (akTop pocTa 3, MAK
O€JI0K ¥ TUMO3HH f3,

B rpynne nannentos ¢ @CI'C ormeuanocs 6osee
OBICTPOE MPOrpecCHpPOBaHUE XPOHUUECKOM OOIEe3HH
nouek (XbBII). Ilpu paBHOW MPOTOIKHUTEIBHOCTH
He(dpuTa (B cpetHeM OKOJIO 6 Mec) B TpYIIIe Maln-
eHToB ¢ OCI'C B 19% Berpevanace XbII 3A cr., B
rpynne ¢ IgA-nedponarueit — B 7% cayuaes. Ilo
Mepe NPOrpecCHUpPOBAHUS XPOHUYECKOTO IMOBPEXK-
JCHUSI TIOYEK B MOYE MOSBIAIOTCS OCIKU-MapKephl
THU®, onpenenenne KOTOPIX MOKET UMETh TUArHO-
cruueckoe 3Hauenue: npu XbII 3 cr. — aHHekcuH
A3, 3b (o-uens ¢ubpunorena), nmpu XbII 4 cra-
IuM — o-1enb GUuOPUHOrEHa, O, -aHTHTPHUIICUH, CO-
CYZIUCTBIN O€JOK KJICTOUHOM aAre3nu, MoJIeKya 1o-
BpEXK/ICHMsI ITOUEUHON TKaHU-1. PaHHee BhIABIIEHHE
B MO4Ye JJaHHBIX CyOCTaHIMiA, oOnanaromux mpodu-
OpOTHYECKON aKTUBHOCTBIO, MOXKET OBITH CUTHAJIOM
JUIs IpoBeieHue Oosiee akTUBHON HE(hPOIIPOTEKTHB-
HOH Tepamnuu.

B xozme mpoTeoMHOro aHanu3a ObLTM BBIJICICHBI
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Tabnuua 2
MpPpoTEeOMHbIV CNEKTP MO4YM Y NaLUEHTOB
c lgA-Hedponatueit u dCrc

Ne | HasBaHue 6enka BcTtpevaemocTs | p
6enkos, %
IgA dCre
1 B,-M1KpPOrnoGynuH 53,33 |80,65 |<0,005
2 | PAMNKK 10,0 58,06 |<0,005
3 |TOP-B 10,0 61,29 |<0,005
4 |BCUDP-1 26,67 19,35 |H.A.
5 mytatnoH - S - TpaHcdepasa | 23,33 (19,35 |H.4g
6 | Hrmbutop akTtmBatopa nnas- | 60,0 48,39 |H.4
MUHOreHa
7 | MAK-6enok 0,00 12,90 |<0,005
8 |a-uenb dubpurHoreHa 46,67 |45,16 |H.4
9 | a-uenb konnareHa 51,61 |23,33 |<0,005
10 | 0,-aHTUTPUNCUH 46,67 |45,16 |H.4
11 |UmncratnH B 36,67 |54,84 |H.g
12 | BCUDP-3 43,79 (41,94 |H.n.
13 | TumosuH B-4 0,00 32,26 |<0,005
14 | TponomunosuH 1 10,0 32,26 |<0,005
15 | 4AMNK 3,33 25,81 |<0,005
16 | AHHekcuH A, 53,33 |25,81 |<0,005
17 |paktuH 1 16,67 |22,58 |H.4
18 | MCP-1 16,67 |9,68 H.A,
19 | SnuaepmanbHbini dakTop pocTa | 30,0 3,23 <0,005
20 | AmuHonentupasa H 33,33 |16,13 |<0,005
21 | CocyanucThiin 6enok knetoyHor | 12,90 | 43,33 | <0,005
agresvu
22 |MNNT-1 43,33 (12,90 |<0,005
23 |UN1-6 46,67 |0,00 <0,005
24 |lenapaHcynbdat 2 43,33 |[0,00 <0,005
25 | MnpykTop anonTtosa, naeHTtuy- | 13,33 | 0,00 <0,005
Hbli TOP-B
26 | lfenuuauvH 23,33 |0,00 <0,005

MpuMeyaHuve. H.4. — pa3nnMynsa Mexay rpynnamm HegoCTOBEPHbI;
PMMKK — peuenTtop-nepeHoCcHMK NOTEHUMANBLHOMO KaTUOHHOIO
kaHana; BCU®P — 6enok, CBA3bIBAIOLNIA MHCYIMHOMOAOOHLIN
dakTop pocTta; AAMNK — 9aepHbIn aHTUreH nponudepaunn kne-
TOK; MCP-1 — MOHOUMTapPHbIA XeMOTakcuyeckmin paktop-1;
MMMNT-1 — monekyna-1 NOBpexaeHns novyeyHor TkaHu; UJ1-6
— UHTEPNEKMH 6.

(yHKUMOHAJIbHBIE TPYMNIBl OCJIKOB, COCTaBHBILUX
MOJIEKYJISIpHBIE TPO(UIN MOYHM y TTAUEHTOB ¢ [gA-
nepponarueir 1 ®CI'C, KoTopble OTpa)KalT YHH-
BepCaJIbHBIC IyTH €€ BOSHUKHOBEHUS U MPOrPeccu-
poBaHusi: OCJNKH, pEeryIupyIolire TOHYC COCYAOB IO~
YeK M aKTHBHOCTH CBEPTHIBAIOLICH M MPOTHBOCBEP-
THIBAIOLICH CHUCTEM KPOBH; YYaCTHHUKH CHCTEM Jie-
TOKCHKAILlUU; COKpaTUTENbHbIC OCNKH HePpoTemus,
9HIOTENHUS TOYCUYHBIX COCYHOB; OCIKH-YyYaCTHHUKH
MeTabonu3Ma B HeppouuTax; OCNKH, peryiupyro-
LIME KJIECTOUYHBIH POCT, PeaKkHy MPOTEOIn3a B KIIET-
K€, NPOLECCHHT HEHpOropMOHANBHBIX (DaKTOpOB,
MIPOLIECCHl AHTUOTEHE3a U aJre3uH KICTOK; CTPYK-
TypHBIE OCJKM MOYEYHOH TKaHU; OCNKH, peryiupy-
IOLEe AaKTUBHOCTD SIApa KIETKH; OCIKU-YYaCTHUKH
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MMMYHOBOCTIAJIUTEIbHBIX MPOLECCOB U TYOYIOUH-
TEPCTUIMAIBHOIO MOBPEXKIEHUS MOYEUHON TKaHU;
TpPaHCIOPTHBIE OEIIKH.

Hamu oOHapyskeHbl pa3anyusi B IPOTEOMHOM IIPO-
¢une moun y maruentoB ¢ DCI'C u IgA-nedponaruei,
YTO TI03BOJIMJIO BBIACJIUTH OCIKOBBIA CHEKTP MOYH,
XapakTepHBIN AJIs1 ONpeesIeHHON Ipynmbl HegpuTa
(tabm. 2).

Heo0xonumo OTMETUTb, YTO MOJIEKYJIbI IENTHI0B
1 OEJIKOB, SKCIPECCHsI KOTOPBIX Obljla OOHapyKeHa B
moue y nmauuentos ¢ ®CI'C u IgA-nedponaruei, He
PETUCTPUPOBATHCH B IPOTEOMHOM MPOQUIIE MOYH Y
3JI0pOBBIX JIMII.

OBCYXAEHUE

B namem uccrenoBanny ObuM 0OHApY>KEHBI OCIIKH,
KOTOpBIE, C Y4ETOM MX MOJIEKYJISIPHBIX CBA3€H, yAaIoch
KJIaccu(pUUUPOBaTh Ha QYHKIMOHAIBHBIC TPYIIIIBL:

* OCJIKH, PETYJIMPYIOLIUE TOHYC COCYIIOB;

* OEJIKH, peryaupyIOIIe aKTUBHOCTh CBEPTHIBAIO-
el U IPOTHBOCBEPTHIBAIOIIEH CUCTEM KPOBU;

* Oenxu, perynmupytoue CPO-AOC na ypoBHe
IMOYEYHOU TKaHH,

* OCJIKU-YYaCTHUKH CUCTEM JICTOKCHKALIUH U HJTU-
MUHAIWH;

* COKpaTHUTeNIbHbIe OeKK1 HepOTers 1 SHAOTEIHS
MOYEYHBIX COCYJIOB;

* OCeJIKU-YYaCTHUKU MeTaboIn3Ma B HepoLuTax;

* peryiaTopHbie OelIKH, KOHTPOJHUPYIOIIUE KJle-
TOYHBII POCT; aKTUBHOCTb peaKLUi POTEO0IN3a; IPo-
LECCHHT HEHPOTOPMOHAIILHBIX (DAaKTOPOB; MPOLECCHI
AHTHOTeHe3a U aJIre3uH KIIETOK;

* CTPYKTypHBIE OCJIKU MTOUYEYHON TKaHHU;

* OCIKU-TPaHCKPUILHOHHBIE (AKTOPBI, PETyJIH-
pYIOIIME aKTUBHOCTH si/ipa KIIETKH;

* 0eNKH-y4YaCTHUKH MMMYHOBOCIAJIUTEIbHBIX
IIPOLIECCOB;

* TPAHCHIOPTHBIE OEJIKH.

B nacrosimee Bpemsi 00cykaaeTcsi BO3MOXKHAs
MaToreHeTuyeckasi pojib MOJIEKYJ, OTBETCTBEHHBIX
3a HapylLIEHUE COCYAUCTON MPOHUIIAEMOCTH U «IIO-
nouuto3» npu @CI'C u IgA-nedponmatun [11].
[Ipu upenTudukanuy OEIKOBBIX MOJIEKY] B MOYE Y
nanueHToB ¢ [gA-Hedponarueil BhISBICHBI O-1ETb
kojutarena, MCP-1, smunepmanbhblil pakrop pocTa,
MOJIEKYJ1a TOBPEKACHUS IOYEUHOH TKaHU-1, HHTep-
NeHKuH-6, remapancyabdar 2, MHAYKTOP aronTo3a,
uaentnunblii TOP-b, renmuuann, amunonentuaasa H,
aHHekcHH A3. Hekoropble 13 BBISBICHHBIX OCJIKOB
ObLIM paHee ONMMCAHBI MPH TIIOMepyloHedpuTax.
Tak, MCP-1 Obu1 BuepBble HASHTH(QULUUPOBAH KaK
MPOAYKT CEKPELH MOHOLUTAPHBIX JIEHKEMUYECKUX
KJIETOK, CTUMYJINPOBaHHBIX JINITOMOJIUCAXAPUIIOM, a
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TaK)K€ MOHOHYKJICAPHBIX KJIETOK nepudepryeckoi
kpoBH [12]. Y nanuentos c IgA-nedponarueit ypo-
BeHb MCP-1 ¢ Mo4oli KOppenupyer ¢ BbIPaKEHHO-
CTBIO ME3aHTHAIILHOU MponHdepannu, KOIMIeCTBOM
MOJYTYHUH U MakpodaroB B KIyOOYKax, CTEIICHBIO
HHTEPCTULHAIILHOTO MOBPEeXIeHHUS (MHPUIBTpaLuei
CD68+-makpodaramu, TyOynsipHoit arpodueii, un-
TepcTHUaIbHBIM (prOpo3om) [13]. DnuaepManbHbIN
(akTop pocra, MOJEKYJa MOBPEXKACHUS MOYSUHOM
TKaHU- 1, UHTepIeHKuH-6, renapancyibdar 2, HHAYK-
TOp anomnrto3a, uaeHTu4YHbll TOP-b, obmanaromue
MPOTEONUTUYECKON U CUTHAJIBHON aKTHBHOCTHIO,
B OCHOBHOM HM3y4YaJlHCh NMPH AUAOETUUECKOU He-
(pomaruu [14]. Hamu ObU10 OTMEYEHO, YTO O-IIEITH
KoJulareHa, renapancynbsdar 2 npu [gA-aedponaruu
TaK)Ke acCOLMMPOBAHbI ¢ poueccamu Gpubdposa uH-
TEPCTULIUS.

B rpynne nauuentos ¢ @CI'C ¢ BbIcokol Bepo-
SITHOCTBIO BBISBIISIFOTCS Takue OJIKH, KaK peLenTop-
[IEPEHOCUNK MOTEHLIHAJIBHOTO KaTHOHHOIO KaHaJa,
MAK-6enok, nucrarun B, tumosun-f,, Tpornomuo-
3MH-1, SAepHBINA aHTUTCH PO (EPUPYIOLIUX KIIETOK,
COCYIUCTHIN Oenok kietouHol aaresuu, TOP B. 1u-
CTaTHH B siBIsieTcss HOBBIM MOTEHIIMAIEHBIM MapKePOM
AKTUBHOCTH CKJIEPOTUYECKHX MPOLIECCOB B IIOUEUHON
TKaHH IPH ITIOMepyJIoHe(hpuTe, Hanbosiee BHIPaXKEHHBIX
npu @CI'C. VBenuueHue cuHTe3a Iuctariya B conpo-
BOJKIAETCsl YBEJIMUYEHUEM 3KcIpeccuu mucratuHa C,
KOTOPBIN CEKpeTHpYeTCsl B KJIETKaX MPOKCHMAIbHBIX
KaHaiblleB He(poHA M ONpPEAEsieT HHTEHCHBHOCTD
CKOpOCTH KiTyO0ouKoBOH (punbrpanuu [15]. Hapymenue
(DYHKLIHOHUPOBAaHMS KATHOHHOTO KaHasla oJIceMeNCTBa
C npu momepyoHeppUTe COMPOBOKAACTCS IPEKpallie-
HHEM pabOThl M BHY TPUKIIETOYHOTO KOHTPOJISI CO CTOPO-
HbI BTOPUYHOM CHCTEMBI MECCEH/KEPOB, CBI3aHHOM €
(ocharnIua-nHO3UTOIOM, KOTOPBIH B3aUMOJICHCTBYET
C TOJIOLIMHOM B MOJIOLUTAX, HapyIast IPOLECC CeNeK-
TUBHOM 110 MOJIEKYJIAPHOI Macce U pa3MepaM yibTpa-
¢unsTpanuu kposu [16].

B Hamem umccienoBaHuM BbICOKas 3KCIpeccHs
penenTopa-nepeHocyrKka MoTeHIHaIbHOIO KaTH-
OHHOI'O KaHajla CBHJETEJIbCTBOBala, BEPOSITHO, O
[IPOrPeCcCUPOBAHUM MPOLIECCOB CKIIEPO3a B IIIOMEPY-
JSIPHOM almapare Movyek. YBeIMUeHUE SKCIPECcCUun
TPOIOMHO3MHA | B MOY€, BBISIBIIEHHOE HaMHU B TIEPBYIO
ouepens npu OCI'C, MOXKET CBHIETENHLCTBOBATH 00
YCHUJICHUH PabOThl aKTHHOBOTO KOMILJIEKCA B KJIETKE,
00eCIeurBaloIIero TpaHCIOPT BE3UKYIT C aKTUBHBIMH
KOMITOHEHTaMH U COKpAIIeHHE [T1a/IKOMBIILIEYHBIX BO-
70koH [17]. T®P-B cexpeTupyercss MHOTUMH THIIAMH
KJIETOK, BKJIFOYAIOIIMX Makpogaru, Ha OBEPXHOCTH
KOTOpBIX OOHapyXMBaeTCs JIATEHTHBIH KOMILJIEKC
TDP-B. [NocpenctBom cBsizbiBaHus yepe3 CD36 ¢

JUTaH/IOM TPOMOOCHOHIMHOM-1 BOCHalIUTENbHBIC
CTUMYJIbl aKTUBUPYIOT Makpodaru, yBelInyuBaroT
BbICBOOOXKAEHHE akTBHOTO TOP-, uTo ctumynupyer
oOpazoBanue asmuHa [ 18]. B Hatiem uccnenoBanuu
BBISIBJICHA BBICOKAsI IKCIIPECCHUs JaHHOTO OelKa Hau-
Oosnee xapakrepna ans @CI'C.

SAKJIOMEHUE

BrrBnenHas HaMu 3KcIpeccHst OeTKOB B MOYE IPU
OCI'C u IgA-nedponaruu no3BoauIa CHOPMUPOBATDH
MOJIEKYJISIPHBIN «IIOPTPET» 3TUX TMCTOXUMHUYECKUX
TUIIOB rioMepyiaoHeppura. OOHapyKEHHbIE HAMH
MosiekyisipHble nartepHsl Moun npu OCI'C u IgA-
HepomaTuy MOTYT OBITh HCIIOJIB30BAHBI B IPOLIECCE
nuddepeHInanbHONR TUAarHOCTUKM JaHHBIX THIIOB
miomepyinonedpura. Kaxnas mosnekyna 6esnka B hyHK-
LIMOHAJILHOM IpyTIie B3aUMOAEHCTBYET C MHOKECTBOM
JPYTUX MOJIEKYJI OEJIKOB, peaiu3ysi MeXKMOJICKYIISIPHbIC
B3auMoZelcTBUs. B mepcrnektuse 1enecooOpa3HbIM
ABIISICTCSl U3yUYEHUE OMOJIOTHUYECKONH aKTUBHOCTH H
(YHKUMOHATIBHON POJM KaXKI0W MOJIEKYJIBI B MEX-
MOJICKYJISIPHBIX B3aUMOJIEHCTBUSAX (MHTEPAKTOMHUKA)
NIPY pa3BUTHU TOPAKEHUS TKAHU TIOYEK Y TallMeHTOB
C pa3IMYHBIMH MOP(OJIOrHUYecKUMH (popMaMH He-
¢bponaruii.
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