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eMo/IMTUKO-ypemumnuyeckum cuHagpom (ryc)
cepbe3Has npobnaema

* MeXaHWYeCKasi TeMOTUTUYeCKast aHEMUS,
* TPOMOOIIUTOTIEHUS

° MIopa)XeHHe IoYeK.
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- Bacterial survival
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KAACCUOUKALNSA BAPUAHTOB I'YC

TYC
(90-95%)

r'Yc,

HE acCOLWUPOBAHHBIN
C WWHIraTOKCHHOM

ERIA

STEC-TYC (E. coli 0157:H7 v pp.)
Shigella dysenteriae | Tuna

SPA-TYC (Streptococcus pneumoniae)

alyc

BTOPUYHLIN [ YC:

* dYTOUMMYHHbIE 3abonegaHns {GHETEMHE[H KpaCcHadA BON4YaHKa,
CKnepogepmus, aHTudoconunuaHbIn CUHAPOM);

« TpaHCMNaHTaLMA KOCTHOrO MO3ra U CONUAHLIX OPraHos;

¢ 3JIOKAa4ECTBEHHEBIE ONYXO0NW, XUMWUOTEPANWA,

* MpWeM NeKCpeAcTB (XMHWHA, LMKNOCNOpWMHA A, TaKponumy-
cauap.);

* Ha (poHe BEPEMEHHOCTH, NOCNepoAOcBLIN Nepuoa;

* 3N10Ka4eCTBEHHAA rMNepTeH3uns;

«  BUY-nHdekums.

Kobanamuu C gedouuutheln ['YC (MeTunmanoHoBas auuaypus)



“ Atnnununbin INYC

00yC/IOB/IeH reHeTHYeCKUMU HapyIIeHUSIMU TN
M3MeHeHHUSIMHU UMMYHHOM CHCTEMBI, IPHUBOASIIMMH K
raTosioruu cucreMsl koMrureMeHnTa (al'YC, I'YC-(D-)

B ero ocHOBe 1e)XaT MyTallH PEryasaTOPHBIX O€IKOB
crucTeMbl KomIuiemeHTa (4aie Bcero al'YC
ACCOIMUPOBAH C MyTalleil KOMITJIEMEHTapPHOTO
dakropa H (CFH), Ha BTopoM MecTe pacroiaraercs
MeMOpaHHbI KodpakTopHbIi mpoTerH (MCP), Tporiky
3aMbIKaeT KoMmiuieMeHTapHbIi pakTop I (CFI))



/
KOMNAEMEHT (cnctema KomniemeHTa)

(oT nat. complementum gonosiHeHMe)

['pyrma ri1o6ysspHBIX O€/TKOB CHIBOPOTKH KPOBH,
MpeACTaBISIONINX COO0M YacTh UMMYHHOU CHCTEMbI OpraHu3Ma

[Ipyu nonazlaHnu B OpraHmsMm
WHPUITUPYIOITUX ero OaKTepHil MU BUPYCOB, HEKOTOPBIX

TOKCHHOB HJIU BOSHUKHOBEHUH COOCTBEHHBIX
TPaHCPOPMHUPOBAHHBIX KJI€TOK MTPOUCXOAUT aKTUBAIIUS

KOMILJIEMEHTQ, B Pe3y/IbTaTe 4Yero KJIeTKH-
MUILLIEHU Pa3pPyLIAOTCS, 2 TOKCUHBI U BUPYChl HEUTPAJIN3YIOTCS

CrcTeMy KOMITJIEMEHTA PACCMATPHUBAIOT Hapsily ¢ MaKpodaramu



PerynatopHble b€k Rom
s
- - 6enoK naasmbl KPOBM C MONIEKY/ION YAJIUHEHHOM
KOHPUrypaumu;

- - renTamepHbIn benok
NNa3Mbl, MOJIEKYN1A KOTOPOro MMEET NaykoobpasHyto popmy;

- 6e/10K KNeToYHOM MeMbpaHbl, 3aKpenieHHbIW B HEM Ha CBOeobpa3HoM
rnMnkodocPoNnnUaHON HOXKKE;

- TPaHCMeMbpaHHbIN
6enoK, AeNCTBYIOLNN KaK KODAKTOp paclenneHus :

- n
- - KNeTOYHble peLenTopbl,
nmetoume TpaHcMmembpaHHble JOMEHDI.

Imo cemelicmeo pe2ynsamopHbix 6esnKoe KomnaemeHma Kooupyem
2pynna mecHo cyernsieHHbIX 2eH08, PacrnosnoXeHHbIX 8 xpomocome 1.

CocTaBnaouwme 3T0 CEMENCTBO WeCcTb 6e/IKOB BbINMONAHAKT pAd 06w mx
GYHKUMIM B aKTMBALMMN KOMMNJIEMEHTA:
: : 7 noaasnAloT o6pa3OBaHme
KOMMNEKCOB 7 e
7 .
HekoTopbie u3 3Tux 6es1KoB UMeLOT U gpyrue obuie GpyHKLUMU, HO He
NOEHTUYHbIE, @ INLLb YaCTUYHO NMepeKpbiBatoLLnecs.


http://medbiol.ru/medbiol/immunology/imm-gal/0013b0e1.htm
http://medbiol.ru/medbiol/immunology/imm-gal/001599e0.htm
http://medbiol.ru/medbiol/har/00006299.htm
http://medbiol.ru/medbiol/immunology/imm-gal/000c0d4f.htm
http://medbiol.ru/medbiol/immunology/imm-gal/001599e0.htm
http://medbiol.ru/medbiol/immunology/imm-gal/0015c3fb.htm
http://medbiol.ru/medbiol/immunology/imm-gal/00010e36.htm
http://medbiol.ru/medbiol/immunology/imm-gal/0013b0e1.htm
http://medbiol.ru/medbiol/immunology/imm-gal/001599e0.htm
http://medbiol.ru/medbiol/har/00006299.htm
http://medbiol.ru/medbiol/immunology/imm-gal/000c0d4f.htm
http://medbiol.ru/medbiol/immunology/imm-gal/0015c3fb.htm
http://medbiol.ru/medbiol/immunology/imm-gal/0000d41a.htm
http://medbiol.ru/medbiol/immunology/imm-gal/0000d41a.htm
http://medbiol.ru/medbiol/immunology/imm-gal/0000d41a.htm
http://medbiol.ru/medbiol/immunology/imm-gal/000a8845.htm
http://medbiol.ru/medbiol/immunology/imm-gal/0003c8a3.htm

MyTanmu B reHax, KOZUPYIOUTUX OeTKH,
peryupyloire KoMmrieMeHT, paktop H,
MeMOpaHHbIi KodpakTopHbIii 6emok (MCP), pakrop I
VJTH TPOMOOMOTY/TMH, 0OHApYyXKeHbI y 20-30%), 5-15%,
4-10% u 3-5% MaIllMeHTOB COOTBETCTBEHHO,

MYTaIU B TeHax OenkoB C3 koHBepTassl, (3 u
daxropa B -y 2-10% u 1-4% GonbHBIX.

Kpowme Toro, y 6-10% mnaineHTOB UMeIOTCsI aHTUTEeNA K
daxTopy H.



/Lla cTtoTa alYC

Ha gonto atunmunoro I'YC npuxonuTtcs 5-10% cny4daeB I'YC y neteit u
6onpiHCTBO ciydaeB ['YC y B3pocibIx.

YacTtoTa komriemeHT-accoupoBaHHOTO al'YC TouHO Hen3BeCTHa.

omnricaHo 6osee 1000 matreHTOB ¢ al'YC, nccefoBaHHBIX HAa HAPYIIEHUS
KOMILJIEMEHTa.

AtunudHbId ['YC MOXXeT pa3BUTHCS KaK Y HOBOPOXKAEHHbIX, TaK U Y B3POCJIbIX.
Y 6o/pIIMHCTBA NALIMEHTOB BO3HUKAIOT TeMOJIUTHIeCKasi aHeMusl,
TPOMOOIMTOIIEHUA Y MOYeYHAsA HEJOCTATOYHOCTh Uy 20% —
BHeNO4Ye4YHbIe MPOsSABIEHUS.

OT 2 10 10 % GOMBHBIX YMUPAIOT, Y OAHOHN TPETH Pa3BUBAETCSI TEPMHUHATbHAS
CTaAvsI MTOYE€YHOM HeZJOCTaTOYHOCTH B TeYeHHe MepBOro 3MMU304a. Y TMTOJTOBUHBI
MALMeHTOB BOSHUKAIOT PEeLUIUBBI.



TNatoremesanyC

[Tpm akTHBai KoMrsieMeHTa o6pa3syetcs C3-
KOHBepTa3a, pacuiervisionias C3 Ha manbii (C3a) u
oonpiioi (C3b) pparmeHTsI, KOTOPHIH U
OTICOHM3HUPYETCsI Ha TOBEPXHOCTU MUKPOOHOM KIETKH
1 GopMHUpyeT MEMOPAHOATAKYIOIINH KOMITJIEKC
(MAK), cocrosiiuii u3 Csb, C6, C7, C8 u Cg, uto
MIPUBOJUT K OCMOTHYECKOMY JIU3UCY DTOM KIETKH.

Il 7151 TOTO, YTOOBI aAKTUBUPOBAHHASA CUCTEMA
KOMITJIEMEHTA He YHUYTO)XXUJIa COOCTBEHHbIE KIIeTKH,
Ha MX TOBEPXHOCTH PACITOJIOXKEHBI O€JTKU-PeryIsiTOPBI
(DAF u CR1); moMHMO 3TOTr0, 4aCTh TAKUX OEJIKOB
CHHTE3HPYETCs B II€YeHH U LIMPKYIUPYET B I/Ia3Me
KPOBU B HEAKTUBHOM COCTOSTHUH.



-

[TaToreHes al'YC

K Takum 6e1KaM OTHOCST KoMITJIeMeHTapHbIH pakTop H
(CFH), ¢axrop I (CFI) u MemOpaHHbIit KOPAKTOPHBIM
IPOTEHH, 3aKpeIIeHHbIN Ha IToBepXHOCTU Ki1eToK (CD46).
®akTop I, rmaBHBIN U3 BhIIIENEepeIUCIeHHBIX PAaKTOPOB,
pacmerisier C3b u C4b. ®axkTop H 1 CD46 siBnsttoTcs
KopakTopaMu paKTopa KoOMIIeMeHTa | .

[TepBbIit 3 HUX CBSI3BIBAETCS C TTMKO3AaMHUHOT/TMKAaHAMHA
COOCTBEHHBIX KJIETOK OPraHW3Ma, OTCYTCTBYIOIIMMH Ha
MeMOpaHax 6aKTepUaTbHBIX KJIETOK, a TAK)Ke MHTUOUpYyeT
AKTUBHOCTh (3-KOHBEPTA3bl.

[Tpy MyTalimu TaHHBIX PETYASITOPHBIX O€TKOB MPOUCXOIUT
yTpaTa 3alUThl SHAOTE/IMATBbHBIX KJIETOK OT IIOBPEXIEHUS
KOHEYHBIMU MTPOAYKTAMU AKTUBALIUU ATIBTEPHATUBHOTO

Iy TU KOMITJIEMEHTA



dJ/IbTEPHATUBHOIO NYTU aKTUBALU NN KOMTJIEMEHTA

KACKAL KOMIMNAEMEHTA U EIMO POADb
B NATOIMEHE3E ATUTTMYHOI O IYC

NekTHOBBIA My Tk KonaccuYeckiiii myTb AnNTEpHATHWEHLIA My Th
KJ'I-'I.DEi-H_‘, AR HHE D, KORMNN2SK00E, foE

e C3+H,O: Beerna axT. (xpo-q.)

VI x
% oncoHuaalen (C3k, Clg, C4b) Younaswe T e -
S daxkTop H, |, MCP
E Crmabei aqsaduuraroxcnt C3a
o iCab TooMmBaMoay -
é_ | WyTaLpn youneHws dryHsLae: l
= C3, CFB 4
=
0
=
3 Cs %
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= CSa C5b-9
MallHRA aHadRINaTOKGKMH (MEnMBDaHoaTaK. KoMAneHs)
HesaoTarcuo Nuswe kneTok Fandaig
AnarbvNaKEAR AKTHUBALIA NEAKOUWNTOR AKTHBALMA BOCTIANEHNA Bocraname
Bocnanaqme fepcTane  AKTUBALWMA TpOMOoUMTOE AKTHBALMA NEAKOLMTOS MescTamne TRoMBo
ToomBoa AKTHBALIAR AHOOTEMMA AKTHUEAUMA TROMBOUMTOB MNoBpexroHHe
MNpoTpoMBOTUYECHLAN AKTUBALMA IHOOTENWA TREHM

MNpoTpotSoTHHecKIAR



... —

MyTaums KOMNNEMEHT PerynimpyioLLmx hakTopos
CFH, CH, MCP, THBD, CFB, C3

Cuctema
KOMIIEMEHTA

MAK C5b-9
MeMBpaHOaTaKYOLLMIA Arperauunsi TpoMOOUMTOB
KOMINNeKC (hopmupoBarme TPOMBOTUHECKOK

WMKpoaHronatum — TMA
SHOoTenManbHble KNeTKu MUKDOAHrMonaTUK )
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Auaruos al'YC ocHoBbIBaeTcs Ha caep
/ e
__ TO0KeHUAX:

HE€ aCCOOMKMPOBAH C 60]I€3HI)IO,

HeT kpuTepus lllnrarokcuH-accoumnnpoBanHoro ['YC
(kynprypa Kana u [MLP gns [ura-TokcMHOB; cepooTHs Ha
AHTHTEeJIa K JIMIIOTIOIMCAXapUIaM),

OTCYTCTBHE KPUTEPUS TPOMOOTHYECKOM
TpoOMOOIIUTOITIeHUYeCcKo# myprnypsl (akTUBHOCTE ADAMTS
13 B CBIBOPOTKe >10%).

Chronic
uncontrolled Endothelium

complement activation
activation

Plata;t/-\

activatio Laukm:yta ‘*
ras— - —‘ activation Platelet
- ® 3 =goregescn

“3 &



YacToTa KOMNNEMEHT-aKTUBMPYIOLUMX COCTOSIHUN, Npe/LLecTBYIOWMNX aKkylepckomy alYC!

70%- 67%

PyyHoe
oTaeneHue
nnaueHTbl N=5

KECAPEBO OTCNOUKA
KPOBOTEYEHUE WHOEKUMA AMNYTALUUA CENCUC WAPEA
CEAEHHE NMAUEHTB " NSi2  MATKMNE1O N7 ' Nes

N=30 N=29 N=13

1 Koznoeckaa HA. Kopomagea KB, Wugdean E.M. Bofipoea fLA- A FEMDITH P KHId CHHAPOM K3E O4H3 M2 NPMHHH DOTPOTD NIHER ¥




. e
ONDODOEPEHUMAADHASY OMNATHOCTUKATYC

3abonesanne OuchbhepeHyMansHo-gHarHoCTHYECKHE NPHIHaKH

Tunu4He MNYC = [MonosuTensHBIE pesynesTaT Ha STEC npy GakKTepWUONONA4ecKOM MCCNe00BaHMM Kana mnm
PEKTANEHONo MasKka: NOCEs Ha cpeikl AN BeABNedwa STEC (¢ copSuTonom ana E. coli 0157:HT);
ebigenaime OHK STEC B o6pasyax dheKaniam;

BbIABNEHWE B CLIBOPOTKE AHTUTEN K NMNONONUCAXapUaAM HAanGonee pacnpoCcTpaHeHHbD
cepotunoe STEC.

Cencwc Breicoxne yposuu CPE, npoxansuMToHMHA, NPeCencHHa.

Ypemuveckan Koarynonatia =  [MNOoOpereHepaTopHan aHemuA (KoONWYecTED PETHKYNOUWTOE B HOPME WK CHWAEHD);
(NpuW BNEPELIE BLIAEBNEHHOM =  OTCYTCTEWE NPUIHAKOE remonuza (HopmMansHelid ypoeexes JOMN;
TEpMHUHANBHOR XTTH) = YPOBHWM GUNMPYGKHA (B HOPME MK HECKONLKO NOBLILIEHBI);
* MPUZHAKK XPOHWHECKONA NOYEYHON HENOCTATOMHOCTH (3a08pHKa POCTA, KOCTHLIE NECODMALLMM,
YMEHBLLEHME NOYEK NO AaHHsIM YW3K);
- XNOpOLWEAA NepaeHoCHMMOCTE a30TeM M.

TN (HacneocTEeHHARA NedomumT ADAMTS-13, anTuTena K ADAMTS-13.
MNM NpUoGpeTeHHan)

HapyweHne metaGonnama
HoGanamMuHa (MeTHAMano-

BeiCOKMA YPOBEHE MOMOUMCTEMHA M HM3KHA — METHOHUHA B NNA3IMe KPOBW;
NOBLILUEHHME YPOBHA METANMANOHOBOA KMCNOTRI B KPOBW KW MOYE;

HOBAA aLWoypPua) TAMENLIA MeTAGONMYECKMA aunnos,
MyTaumm B rese MMACHC.
SPA-TYC = JNoxHononoxuTensHaR NpAMan npoba Kymbca (BbIABNEHWE AHTUADHUTPOUMTAPHBDX aHTUTEN);

MNONOHHMTENEHLIA POCT KYyNETYPRI S. pneumonias wnu eegenanwe JHK meTogom MUP (kpoBk, NMKEOD);
AKCNPECC-AMArHOCTHKA aHTUMEHOE S. pneumoniae B Mo4e;
BRIABNEHWE auTuresa TomceHa — @ puasHpaixa (OnNA NoATESDHOSHWUA HERPOMMHNOAZHOR

AKTHBHOCTH).
ATUnMYHelR MYC = CHwxeHwe C3-Mpaxkumi KOMMMEMEHTA KPOEW NPM HOPMAaNbBHOM yYpoaHe Cd;
=  pechmuywt chakTopoe H, |, MCP (CD46) kpoBM;
*  NOBBLIWEHHWE YPOBHA aHTHUTEN K dhakTopy H;
=  MYyTAUWW MEBHOE, KOOQUPYHLWWY GenKM cucTemMel koMmnnemedTa (CFH, CFI, CFB, MCP, THBD, G2 w gp.).
AYTOMMMYHHEIE 3aboneea- =  AHTMTENA K AByxChupansHon OHK;
HWA [CHCTEMHAA KPACcHaRA = AHTHHYHKN2apHbIE AHTUTENA;
BONM4aHKa, aHTndrocdho- = AHTWMTENA K KapOoWomunuHy;
MANUAHLIA CMHOPOM) =  aHTWTEena K B2-rnukonpoTenHy |,
= BOM4AHOYMHBIA aHTHKOAMYNAHT.
BlA4 MonoxuTenbH b2 Pe3yNETaTEl MMMYHOGNOTTUHNA Ha BY-uHderumo.

Bropu4Hbii MNYC Ha dhboHe 3N0OKA42CTEEHHLIX HOBOOOPAZ0BAHWA, XUMUOTEPANMM (MUTOMWLUMH, GAE0OMMLMH, WWCNATHH, MHMMGUTODS
VEGF), TpaHCAMAHTALMK, NPHEMa NeKapCTEEHHLIX CPeAcTE (MHMOUTOPL! KaNbUMHEBRMHE, THEKNONMOMH, KNommaorpen, murepdepoH,
XHHMH W ap.)



~ NleyeHue al'yC

pa3paboTaHO TOMBKO A1t atumuaHoi popmbl ['YC. B
HACTOsIIIIee BpeMs e TMHCTBEHHBIM JTOMYIIeHHBIM 10
NpUMeHeHHSI THTUOUTOPOM CHCTEeMbI KOMIUIEMEHTA
SABJISIETCSI peKOMOMHAHTHOE MOHOKJIOHA/TbHOE
aQHTUTEJIO IPOTHUB KOMITIOHEeHTA KoMIieMeHTa C5.

nperapar 6okupyeT paciierieHrue C5 KOMITOHEHTa
komIiemeHnTa (C5a — mpoBocnanuTeabHbIi, C5b —
IPOTPOMOOTHYECKH T KOMIIOHEHT) U pOPMHPOBAHUE
Ha MeMOpaHe coocTBeHHBIX KiIeToK MAK Csb-9.






	����Генетические аспекты �атипичного �гемолитико-уремического синдрома
	Гемолитико-уремический синдром (ГУС) серьезная проблема�
	Слайд номер 3
	Атипичный ГУС
	КОМПЛЕМЕНТ (система комплемента) (от лат. complementum дополнение)
	Регуляторные белки комплемента �
	Слайд номер 7
	Частота аГУС
	Патогенез аГУС
	Патогенез аГУС
	Атипичный ГУС (аГУС) – �первичное заболевание, вызванное нарушением альтернативного пути активации комплемента
	Слайд номер 12
	�
	Слайд номер 14
	Слайд номер 15
	Лечение аГУС
	Слайд номер 17

