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O C3 rmomepynonarus - pejikasi aTojiorus, 00yCIOBICHHAs aKTUBAIlHel CUCTEMbl KOMIUIEMEHTA C JACTIO3HUITUEH
C3 KOMIIOHEHTA B IMOYEYHOU TKAHU

O Copemennas knaccudukamnus C3 I'TI BeimenseT BapuaHThI, aCCOIMUPOBAHHBIC C UMMYHOKOMITJIEKCHBIM
MEXaHU3MOM aKTHBAIIMU KOMIUIEMEHTA, JIN0O CBA3aHHBIC C AUCPETYIIAIMENA €10 aTbTEPHATUBHOTO MYTH

O Muddepennuanpaas muarnoctuka 6a3upyeTcss Ha 00HapyKEHUY B TTIOYSUHON TaAKHU JETIO3UTOB TOJIbKO C3, v
UMMYHOTT100yIHOB U C3 ¢ TipeoOnagaHueM O CIIETHETO

O ITpu cBeTOBOI MUKPOCKOITMH YaIlle BCETO BBIABISETCS MeMOpaHOMIpoIr(epaTHBHBIN TIIOMEPYIOHEDPHUT, OTHAKO
MOT'YT HAOJIIOAAThCSL ¥ APYTHUE NPOPUIIN MOBPEKACHUS

O ITyckoBbIM MeXaHU3MOM ITpu UMMYyHOKOMITIeKCHOM BapuadTe C3 I'TI MoxeT mociykuTh HHOEKITUS, C
pPa3BUTUEM MOHAYAIy KapTUHbI MOCTUH(EKITMOHHOTO TIoMepyIoHehpuTa

O Onucanst cyuan C3 I'Tl y marnueHToOB ¢ mapanpoTenHeMHEeH, pacCMaTprBaeMbie B HACTOSIIIEE BpEMS KaK

BapHUAHT MOHOKJIOHAJIbHOM raMManaThuy MoYedHOro 3HauYeHU s



HapyweHua peryhaunn aabrepHaTUBHOFO NYTU KOMNNIEMEHTA
C3 rnomepynonatua
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My'rau,uu KoMnsiemeHTa Win aHTtuTena

C3-HedpuTHUecknii pakTop

UMmmyRodmoopecueHumMA - ceeueHneC3 bes IgummmmunmanbHoe Ig

MnoTHble
Aeno3uTbl

Transfusion and Apheresis Science, 2016
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C3-HedpuTtnyecknin pakTop —reteporeHHas rpynna ayroaHturten knacca lgG u IgM

OaunH BapmnaHT C3-Neph cBasbiBaeT n ctabunmnsmpyet C3 KoHBepPTa3y, NPEnATCTBYA ee MHAKTUBALUK
daktopamm H un |

Bropown BapmaHT C3-Neph ymeHbluaeTt aktuBauuto C3, Ho C3-KoHBepTa3a ctabmuamsupyetcs nponepamHoOM
HepasHo 66110 onucaH C4-Hedpputnyecknit paktop, KoTopbii ctabunmsnpyet C3-koHpepTasy npu
KIACCUYECKOM U IEKTUHOBOM NYTU aKTUBA LUK

B natoreHese C3-rnomepynoHedputa MOryT NnpUHMUMaTb y4acTMe 1 Apyrne ayToaHTUTeNa, BKAOYaA MUHU-
aHTUTeNna K ¢akTopy H, npenAatcTByowme ero cBA3biBaHMio C C3-KOHBEPTA30M, TEM CaAaMblM YMEHbLLIAA €€
aKTUBaALUMIO

Kpome Toro, onmncaHbl aHTUTENA K paKTOpYy B

MOHOK/NOHaNbHble H6&/IKM MOTYT BbICTYNaTb B KAYECTBE MUHU-AHTUTEN

1 onucaHne aKTMBALLMU a/IbTEPHATUBHOIO MYTU KOMM/IEMEHTa MOHOKNOHaNbHbiMK Ig 1992r. — MITH ¢
aeno3ntamm C3 y NauMeHTKM C MOHOKNOHaAbHbiMK JTLU-nambaa

Y 60% 60/1bHbIX ¢ C3-rnomepynonatuen B Bospacrte ctaplie 60 neT AnarHocTMpyeTca MOHOKNOHAIbHaA
raMmmanaTua NoYe4yHOoro 3Ha4YeHuA

Blood 2017; Kidney Int 2018; Front Immunol 2018



IHeab padoTHI:
M3yunTh KIMHUYECKHE MPpOosABIeHUA U Mopdosiorndeckue BapuanTsl C3 I'l] y marueHToB, HAOMIOJABIIMXCS B
HedponorudeckoM otaeneHun Ne24 ['Kb um. C.I1. borkuna B 2003-2018rr
MaTepuannbl U meToapbl:
Bblnn peTpocnekTMBHO 0TOBpaHbl NaumMeHTbl ¢ Mopdonormyeckmn sepndpumumpoBaHHom genosmumein C3 B noYe4yHou
TKaHU
BonbHble CUCTEMHOM KPAaCHOW BOJTMAHKOM, KPNOTNOOYIMHEMMUYECKMM BACKYIMTOM, U NALUUEHTbI, Y KOTOPbIX
npeobsagann 4eno3unTbl NOJIMKAOHANbHbIX |g pa3/inyHbixX KAaccos, BblNM NCKAOYEHBI N3 uccneaoBaHmnA. Nommmo
AAHHbIX CBETOBOW MUKPOCKOMUN, UMMYHODIKOOPECLLEHTHOIO, U, B 2 Cy4asX, 3/IEKTPOHHO-MUKPOCKOMMYECKOTO
NccnenoBaHUA, aHAIM3NPOBAN Caeaytowme NnapameTpbl:

* non

e BO3pacT aebtota 3ab60neBaHMUS

*  [ONINTENbHOCTb TEYEHMSA A0 BbINONAHEHUA Hedpobroncum

*  KAMHUYECKUE NPOABJIEHMA N acCoLMALUN

* MpoBOAMMAA TEPaANUA

*  NINTEeNbHOCTL HabawgeHus

*  AWMHAMWKA KIMHUYECKMX NPOABNEHUN
B rpynny nccnegosaHusa sownm 18 naumeHToB B Bo3pacte ot 18 0o 67 ner



[Jemorpaduyeckme n KIMHNYecko-mopdboaormyeckme AaHHbIE NaLUEHTOB

Pesynbratbl

Mapametp OnvtenbHocTb, MegunaHa N %
Mon M/X 11/7 61/39
Bo3pacr gebiora (ner) 20 [5; 65]

DOnutenbHocTb 3a6oneBaHuA ao 6uoncum (mec) 42 [2; 228]

KnnHuyeckue npoasneHus

° HedpoTtuueckuini cuHgpom 9 50
. Mukporematypus 14 78
° ApTepuanbHas runepTeH3una 13 72
° HapyweHue pyHKUUM NnoYeK 7 39
CHukeHue ypoBHA C3 B CbIBOPOTKE KPOBU 11 61
CseToonTuyeckuii npodpunb

° Memb6paHonponndepaTUBHbI 9 50
° MesaHruonponngepaTusHbIii 4 22
° OuaroBblii nponndepaTUBHbIA U CKNEPO3UPYIOLL U 3 17
° Onddy3Hbi npoandepaTuBHbIN 2 11
Aeno3untbl

° Tonbko C3 6 33
° Mpeo6napgaHue C3 12 67
KnnHunueckune accoumaumum

° NocTuHPEKUNOHHbIN romepynoHedppuUT 7 39
o MOHOKNOHaNbHAA rammanaTus P 11
Tepanusa

° MmmyHocynpeccusa 9 50
° Xumunortepanusa 2 11
° HedponpoTteKkuusa 7 39
DOnutenbHoCTb HabAoAeHUA nocne 6uoncum (mec) 46 [1; 300]

DanbHeiiwee TeyueHue

° Crabunusauma/ynyyweHue 17 95
° MporpeccuposaHue 1 5




U ObGnapysxeHO sBHOE TIPe00iIajaHne MOJOABIX HAIIMEHTOB MYKCKOTO 11012, Tak B 14 (78%) ciaydasx Bo3pacT
neo6roTa 3aboseBanus 0bu1 <30 sieT, a B 5 (28%) citydasix Ae0I0T MpUIIEICS Ha AETCKUUA U MOJIPO CTKOBBIN
BO3PacT

1 Bonee yem y 3/4 60/1bHBbIX UMeNacb rematypua, 6onee yem y 2/3 — aptepuanbHas rmnepTeHsus, B
NOJIOBUHE CNy4aeB BbIABNANCA HEPPOTUYECKUMN CUHAPOM, Bosiee Yem y TPETU - HapyLieHne GYHKLUUKU NoYeK

0 B 60% cayyae 6b1s10 06HapykeHo cHuKeHne C3 B CbiBOPOTKE KPOBU

U Y nonoBuHbI 60/1bHbIX NPU CBETOBON MUKPOCKONUU BbisineH MITH, B ocTanbHbIX Cay4anax obHapyKeHbl
Me3aHrmonponmdbepaTUBHbINA M 04aroBbIN AN ANDOY3HbIN NPOAINPEPATUBHDBIN NPOPUNN

O B TpeTtn cnyyaes npu UMMYyHOPAHOOPECLLEHLMWN BbIABAAAUCH TONbKO Aeno3uTbl C3, y 0CTanbHbIX 6ONbHbIX
MHTEHCMBHOCTb cBeveHms C3 npeobnagana Haa MHTEHCMBHOCTbIO CBeYeHUA |g

O Y 7 monogabix naumeHToB 3aboneBaHne maHudpectmposasno B Buae MUIH, ay 2 6onbHbIX cTapLue 50 net
6blna gnarHoctmposaHa MITI3

O MmmyHocynpeccnBHYO Tepanuio, HasHavyeHHYo 40 ycTaHoBAeHMS anarHosa C3 M, noayyann 9 601bHbIX.
JiInwb y 1 naymeHTa Nnpu ganbHenwem HabaoaeHnn oTme4eHo meaneHHoe nporpeccnpoBaHmne XbI1, y
OCTa/IbHbIX 6ONBHbIX PYHKLMA NOYEK OCTaBaNACh CTabUNBbHO COXPAaHHOM NAM BOCCTaHOBMNACH

0 O6oum naumentam c M3 npoBogunacb xmumuoTtepanusa — ¢ s¢dekTom



bonbHOU b, 17 net

AHamHe3: 33 2 mecaua Ao rocnutTanusaumm nocne « OPBU» BbiaBneHa npotenHypua 3r/n,
3p 40-508n/3p

Mpu obcneposaunn: NY 2,2r/n, 3p 10-158n/p, O6 70 r/n, anbbymun 40r/n, KpeaTUHWUH
96MmKmonb/n. €30,25r/n(0,82-1,85r/n),C40,25r/n(0,15-0,53r/n)

Buoncusa novku

CeeToBasa mukpockonua: 13 knyboukos. Knyboyku ysennyeHbl B pa3amepax, BbIrnagnt
rMNEePKNETOYHbIM 33 CHET NPEUMYLLLECTBEHHO Me3aHrManLHOM U CerMeHTapHOM
sHAOKaNUANAPHOM (B 3 Knyboukax) nponndepaunn. B 2 knybouykax onpeaenatorcs
YYaCTKM CErMEHTAPHOr0 CKAep0o3a KannaaAapHbIX neTenb c 06pa3oBaHueM rpybbix
CpalleHui ¢ Kancynon boymeHa. B oaHom Knybouke onpeaensetca Hebonblioe
bnbpo3sHo-KeTouHOEe NnonynyHme. CTEHKMU KanUANAPHbIX NeTeNb YTOLEHbI,
NpeMmyL,ecTBEHHO OAHOKOHTYPHbIE. [1pn oKpacke no MaccoHy onpeaenaroTca
bGYKCMHOPUNbHBIE AeN03UTbI B ME3AHTMM U Ha Nepudepun KanuanapHbIX NeTenb
NHTepCcTULMI HE NSMEHEH, UHTEPCTULMANbHAA MHPUABTPALMA NPAKTUYECKN OTCYTCTBYET
ApTepun n aptepunosnbl —be3 ocobeHHOCTEN.

NmmyHodntoopecueHumA:

IgG - HeT

IgA - HeTt

IgM - cnegpbl

Clqg- Hert

C3 - me3aHrnii u nepudepusa KanuanApHbIX NeTenb rpaHyNApHO +++

Kappa - HeT

Lambda - HeT

®dunbpuHoreH — Het

3akntoueHue: PoKanbHbI NponndepaTsHbIN rnomepynoHedpuTc
npenmyLiecrseHHbIM cT10XKeHnem C3 pparmeHTa KOmnaemeHTa




bonbHasa P, 35 ner
AHamHe3: C 24 net nepuoguyeckmn oteku. B 29 net npu obcnegosaHumn MY 0,9r/n, Ip Bce nonsa-25-30 8 n/3p,

KpeaTMHMH 66 MKMOJIb/N, HEOAHOKPATHO CKPUHUHT Ha CKB — Bce noKasatenu B Hopme. Mo MecTy KUTenbCcTBa
NPOBOAUIMNCH «MYNbLCbI» METUANPEAHN30I0Ha, NPeAHN30/10H BHYTPb 50-10 mr/cyTKu, «nyabcb» umMknodocdaHa
(cymmapHo 16000 mr), azatmonpuH 150 mr/cyTku, 06138 AAUTENbHOCTb UMMYHOCYNPECCUBHOM Tepanun— 6 net
MNpu obcneposanun: MY 0,7r/n, Ip 40-45 B n/3p, KpeaTuHUH 74MmKmonb/n, aHtutena k AHK B Hopme, C3 1.37r/n, C4
0.32r/n, aHTuTenak Clg 2.5 ea/mn

Buoncuna noyku

CBeToBaa MMKpPockonua: 16 Kny6ouKoB, 2 U3 HAX MOIHOCTHHO CKIEPO3MpPoBaHbl. Knyboukuy yBennyeHbl B pasmepax,
BbITNAAAT TMNEPKAETOYHbIMM 33 CYET Me3aHrManbHOM (4,0 10-15 KNeToK Ha 30HY Me3aHrMA) U CerMmeHTapHOM

sHAOKanuAnapHoi nponudepaummn. Hactb KNyH60UYKOB UMEET N0OYASPHYIO CTPYKTYPY 3a CYET BblIParKEHHOIO
pacLnpeHns Mme3aHrma (B o4HOM KNyOO0UKe No TUMY HOAY/IAPHOrO r/iOMepyn0ocKkaepo3a). KanunnapHble netu
HEePaBHOMEPHO YTO/ILLLEHbI, UMEIOTCS €AMHUYHbIE ABONHbIE KOHTYpPbl. CUHEXUK ¢ Kancynoh boymeHa. Hebonbliomn
04aroBsblit GnbpPO3 NHTEpPCTULMA M aTpoPUA KaHanbLeB. Ovarosasa AiMMmbormcTmounTapHaa HPuUAbTpauma. Aptepum —
HeT B npenapaTte. ApTePMOIbl — UHCYAATUBHbIE U3MEHEHMA.

NmmyHodAtoopecLeHUmMA:

|gG — me3aHrmin 1 nepudepua KanUNNAPHbIX NeTesb ++

IgM —HeTt

IgA - HeT

C3 —T0 XKe, yTO 18G +++

Clg—rTo0 ke, uto 1gG ++

PubpuH — Het

Kanna —To e, 4yto IgG +

Nambaa — 10 e, 4to 1gG +++

3aknioueHue: KaptmHa mem6paHonposndepaTtMBHOro (MMMyHOKOMNIEKCHOTr0) romepynoHeppura.
KommeHTapuu: YunTtbiBaa gaHHble uMmyHodAoopecueHunn Heobxoaumo ncknrountb CKB, natonoruio cucremol
KomnnemeHTa (C3-HedpponaTtuio), a Tak:Ke rnomepynoHeppuT, acCCOLLUMPOBAHHDbIN C UHPeKLMeit




bonbHaa M, 67 net

AHamHe3: fA3BeHHanA 6one3Hb KenygKa, apTepuanbHan rmnepTeHsma. 3a rog 4,0 rocnutanm3aumm— BbiCbINaHUA Ha KOXKe,
nepuoauYeckun peuuamsuposasilumne, cnaboctb, notepsa seca. BoiasaeHa MY 0,3r/n

MNpu o6cneposanmnu: NY 0,7r/n, 3p 8-108 n/3p, OB 771/n, ansbymunsl 34r/n, M-rpagueHT B raMma-30He, KpeaTUHWUH
126mkmons/n, €30,61r/n(0,9-1,8r/n),C40,15r/n(0,1-0,4r/n), P® 141 Me/mn(po 14 Me/mn), MOHOKNOHaNbHaA
ceKpeuusa Vi (3,6r/n), kpuornobynuHemms

buoncusa nouku

CeeTtoBaa mmnkpockonua: 30 Knyb6o4KoB, 15 13 KOTOPbIX MONHOCTbIO CK/1IEPO3MPOBaHbI. B 4 13 3Tux KNybouKoB
onpenenarTca pparmeHTbl GNMHPO3HLIX NONYAYHUIA. Elle B 4 KnyboUYKax onpeaenaroTca KPynHble y4acTKK
CErMEHTaPHOro CKNepo3a KanuNNAPHbIX NEeTe/ib, B TOM YUC/IE MO TUMNY NOCTHEKPOTHUYECKOro pybueBaHma ¢
obpa3oBaHMEM cerMmeHTapHbIX PUOPO3HBIX NONYAYHMIA B 3 U3 HUX. B oA HOM Knybouyke nmeeTcs HE6ONbLIOM YyYaCTOK
3HAOKaNUANAPHOM Nnponndepaunmn n GopMMPYIOLLErOCA CKep03a KaNUNNAPHbIX MeTeNb C CONYTCTBYHOLLEMN
3KCTPaKaNUNNAPHOM peakLmen No TMny CermeHTapHoro Gnbpo3Ho-KAeToYHOro noaynyHua. Octaswimeca KnybouKkm
06bIYHbIX Pa3MepoB, CTEHKU KanUNNAPHbIX NETENb HE YTONLWEHbI, OAHOKOHTYpHbIe. Anddy3Ho-o4arosbli dnbpo3
MHTEPCTUUMA N aTpodUA KaHaNbLEB, 3aHMMatoWwmx okono 30-40% nnowaam napeHxmmol. Anddy3Ho-ovarosas
numdoructTounTapHas MHGUNBTPALMA MHTEPCTMUMA B 30HAX CK1Iepo3a. ApTepumn 1 aptepmonsbl - 6e3 ocobeHHocCTeN
NmmyHodpAtoopecueHUuA.

|gG - HeraTuBHO

|gA - HeraTueHoO

|gM - HeraTueHO

C3 —me3aHrmm poKanbHO ++

Clqg- Herat1MBHO

Kanna - HeratmsHoO

Nambpa - HeraTuBHO

PubpuH - HeraTMBHO

3akntoueHue: GoKasibHbIN NPoAKEpPaTUBHDbIN U CKAEPO3UPYIOLLUIA ITomepynoHedput ¢ 27 % NpenmyLL,ecTBeHHO
$n6po3HbIX NonynyHnit u genosntamu C3

MmmyHOodeHOTHMINPOBaHME KNETOK KOCTHOFO MO3ra: MOHOK/IOHa/ibHag nonynauma B-numdountos (okono 10%) c
¢deHoTnom CD19k+CD5-CD23-CD20+CD43-CD38-CD200-CD10IgM+, uto cooTBeTCTBYET B-KNeTouHomy
numoonponudepatnsHomy 3abonesaHuto (makpornobynnHemua BanbaeHctepma)




3akJiroueHmue;

0 C3 rmomepyionartus 00beIUHICT IPYIIY 3a00JICBaHUM C PAa3IHYHBIMH ITyCKOBBIMH MEXaHH3MaMH,
KJIMHAYE CKUMHU MPOSBICHUSIMHU ¥ TPOOUIIMU TTOBPEK ICHUSI

U KirroueBbIM i1 THATHOCTHKH SBJISCTCS WCCIICAOBAHNC IOYCTHON TKAHH METOIOM UMYHODII00pE CLICHIINH,
MIO3BOJISIIONIEE BBISBUTH M30JMPOBAHHBIC UK Mpeobiaaaromniye aemo3utel C3, mpuyeM cHmxkenue C3 B
CBIBOPOTKE KPOBU HAOJIIOAACTCS JAJEKO HE BO BCEX CIydasix

O V nereit u Mmononeix maruenToB C3 I'TI moxet nporekars mmox Mackoii ITMIH, a BeistBnenune C3 I'Ily
MaIMeHTOB CTAPIIEro Bo3pacTa TpedyeT yriyQneHHoro o0cneoBanus aist uckiarodeHus MI'TI3

U IlpoBeneHre NMMYHOCYIIPECCHUBHOM TEPAIiNH LI€JIe COO0Pa3HO TOIBKO B CIydasiX C JOKa3aHHBIM
ayTOUMMYHHBIM MEXaHWU3MOM MOBPEXJACHUS, ITpH BbIsABIecHMA MITI3 mokazana xumuoTepanus



