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AmunuyHeil I'YC (al'YC) — 3abonesaHue, 0bycrnoerneHHoe HapyweHUeM peaynsayuu arnbmepHamueHo20 nymu akmusayuu KoM-
nnemedma. Kpumepusmu nocmaHosku duazHo3a al'yC sendromces: 1) omcymemeue accoyuupogsaHHo20 3abornesaHusi; 2) omcym-
cmeue kpumepues 'YC, ceazaHHoz0 ¢ LLluza-mokcuHom; 3) omcymcmeue Kpumepues mpombomuyeckol mpomboyumoneHu4Yeckol
nypnypsbl. [Jo Hacmosiue2o spemMeHu mepanuell nepsoll nuHUU siensiemcsi ninasmomepanusi. Hogoli mepanesmuyeckoli onyueli 80
8CEM MUpe ce200Hs1 cmario NPUMEHEHUe MOHOKITOHalbHbIX aHmumest — UH2ubumopos cucmembl KoMmrnemeHma (6riokamopa C5 Kom-
rnoHeHmMa KommnnemeHma). EOQuHcmeeHHbIM rpedcmasumeriem amol epynnbl sensemcs npenapam akynusymab (Conupuc).
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Atypical hemolytic uremic syndrome in children

Atypical HUS (aHUS) — a disease caused by dysregulation of the alternative pathway activation of complement. The criteria for the
diagnosis of aHUS are: 1) the absence of associated diseases, 2) the lack of criteria for HUS associated with Shiga toxin, 3) lack of
criteria for thrombotic thrombocytopenic purpura. To date, the first-line therapy is plasma therapy. A new therapeutic option in the world
today has been the use of monoclonal antibodies - inhibitors of the complement system (complement component C5 blocker). The only
representative of this group is the drug eculizumab (Soliris).

aHUS designates a primary disease due to a disorder in complement alternative pathway regulation. Diagnosis of aHUS relies on
1) No associated disease 2) No criteria for Shigatoxin-HUS 3) No criteria for thrombotic thrombocytopenic purpura (serum ADAMTS
13 activity > 10%). Plasmatherapy has been first line treatment until presently. New approach in therapy of aHUS is application of
Eculizumab — inhibitor of C5 of component of complement.

Keywords: Atypical hemolytic-uremic syndrome, pathogenesis, diagnosis, therapy.

Femonutuko-ypemudeckmii cuHgpom (IMYC) sensetca ogHum
M3 YacTbIX NPUYMH OCTPOMN NMOYEYHON HEOQOCTaTOYHOCTU Y AeTel.

KNEeTOoK NMponcxoauTt MmexaHun4eckoe noBpexaneHune apuTtpounTos,
akTmeauua arperaunm TpOMGOLlVITOB C 06paBOBaHVIeM TpOMGOB B

OH xapaKkTepu3yeTtcsl Tpuafow NPU3HaKoB: reMONUTUYECKOR aHe-
MUel ¢ HannuMem parMeHTUPOBaHHbBIX 3PUTPOLIMTOB (LUN30LU-
TOB), TPOMBOLIMTONEHNEN N OCTPOI MOYEYHOW HEQOCTATOYHOCTbIO
[1-3]. BbligensoT MHOrouncneHHole pasHoBugHoctu YC, koTo-
pble UMeloT 1 obLne naToreHeTUYeckne MexaHu3Mbl pasBUTHSA
W rMcTonornyeckune nposiBNeHuUsi, UMeHyemble TpomboTUYeckon
MUKpoaHruonatuen [4]. B pesynbrate NnopaxeHus aHAoTENMarnbHbIX

NEQUATPUS

MUKPOLMPKYNATOPHOM pycre, ocobeHHO B noyvkax [5].

Y 6onbmHcTBa (90-95%) Aeten oTMevaeTcs Tak HasblBaeMbIii
TUNWUYHBIA UNK NocT-guaperiiein INYC, (O+ NYC) koTopbin BTOpUYeH
Nno OTHOLUEHUIO K MHdekumn Escherichia coli, npogyunpytoLwen
mratokcuH (Shigatoxine; Stx) (Stx —npogyuupytowas E coli, Stx-
HUS). Opyrasa cdopma 'YC, HasbiBaeMas atunmyeckon (alYC,
Non-Stx-HUS), BcTpeyaetcs ropasao pexe (5-10% Bcex crnyyaes)
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1 ABNSETCS pe3ynsTaTtoM aHoManmu (Yawle reHeTnyeckon) 6enkos,
perynmpyoLLyx npoLecc akTuBaLum KoMnnemMeHTa.

HecmoTpsi Ha MHoroobpasue knaccudpukaumi 'YC, B nocneg-
Hee BpeMsi LUMPOKO UCMONb3YeTCs BapuaHT, y4YUTbIBAOLLMIA OTHO-
LLEHWe K Lmnra-TokcuHy (tabn. 1)[1].

Ta6bnuua 1.
Knaccudmkauma remonmTuko-ypeMmnyeckoro cuHgpoma

Bug ryc

MpuynHbI

Stx-HUS
TunuyHbin (O+)

-Escherichia coli, npogyuupytowias
LMra-noao6HbIA TOKCUH
-Shigella dysenteriae, Tun 1

-bakTtepuu (Streptococcus
pneumoniae)

-Bupycel (BUY)
-lNlekapcTBeHHbIE Npenaparsl
(npoTnBOONYXONEBbIE,

Non-Stx-HUS aHTMTpombouuTapHsble,

ATtnnnunein (0-) MMMYHOAENPECCaHThbI)

(cnopagwnyeckuin) -Ha ¢oHe 6epemeHHOCTM
-MocnepogoBbin
-CuctemHble 3aboneBaHns: cucTemMHas
KpacHas BonyaHka, CKnepoaepmMus,
aHTNOCHONUNUAHBIA CUHAPOM.
-anonatunyeckni

Non-Stx-HUS

ATUNNYHBIN -leHeTnyeckmnn: coaktop H, I, B, MCP

(cemenHbIn)

AtunuuHbin BapuaHT IN'YC coctasnset 5-10% oT Bcex cnyyaes
N'YC y peten, ABNSeTCS reHETUYECKUM nporpeccupyowmnm 3abo-
1leBaHUEM C KpalHe BbICOKMM PUCKOM BHE3arnHON CMepPTU U Heob-
paTUMbIX MHBANUAN3NPYIOLLMX MOBPEXAEHUNA XU3HEHHO BaXKHbIX
opraHoB, BKMoYasi MoOYKK, NeveHb, cepaue 1 Mo3r. B ocHoee allYC
nexuT TpomboTtnyeckana mukpoaHruonatusa (TMA), cBsizaHHas
C HEKOHTPONMMPYEMOW akTMBaLMEN CUCTEMbI KOMMNNeMeHTa [6, 7, 8,
9]. OCHOBHbIM OpPraHOM-MULLEHBI MUKPOAHIMOMNaTUYECKOro TPOM-
6006pa3oBaHus Cryxat NoYKW, 0QHAKO B psife CryYaeB BO3MOXHA
reHepanusauua TMA, npyBogsaLasn K passuTUIO NONMOPraHHON
NLWEeMUKN C KAapTUHOW MonuopraHHon HegocTaTodHocTw [9, 10, 5].
OTaenbHble pedkue crnyyau y MnageHUeB sBNSOTCSA pesyrbra-
TOM HacneACcTBEHHOW aHOManMmn BHYTPUKIIETOYHOro MeTabonmama
kobonamuHa (ButamuH B12) (MmetunmanoHoBsas auvgemus) [11].
Heobxogumo oTmMeTuTb, 4to al'YC — XxpoHuyeckoe 3abonesaHue,
TpebytoLlee NOXU3HEHHOro HabnoaeHNs 1 neveHns

3aboneBaemocTb 1 pacnpocTpaHeHHoCTb al'yYC usyyeHbl Heo-
cTaTo4HO. Mo AaHHbIM pasnMYHbIX UCTOYHWUKOB, B CTpaHax ¢ AocTa-
TOYHbIM YPOBHEM AMArHOCTUKM PacnpoCTpaHEeHHOCTb 3aboneBaHus
cocTtasnsieT ot 1 o 3 naumeHToB al'YC Ha 1 MURANWOH HaceneHus.
BonesHb yale maHudgectupyeT y aeten oo 18 net, Ho npnbnuam-
TenbHo B 40% cnyyaeB AnarHOCTUpyeTCs BO B3POCIOM Bo3pacTe.
B Poccuu B HacTosiLLEee BpeMsi NMoka ANarHOCTUPOBAaHO 3HAUMTENBbHO
MeHbLUe BoMbHbIX, YeM OXUAAETCS B COOTBETCTBUM C UMEOLLMMUCS
3apy6exHbIMU SNUAEMUOMOrMYECKUMU AaHHBIMU. DTO CBSI3aHHO
C OrpaHNyeHHbIMM BO3MOXHOCTSIMU NPY NPOBeAeHUM crieLmarbHbIX
nccnegosanuii (ADAMTS13, myTauumn reHoB) nNpu AMarHoCTUKe
al'YC. Mexay TeM He BbI3blBaeT COMHEHWI, YTO HEYKIMOHHbIN POCT

yncna G6oMbHbIX C ATOW He HOBOWN, HO NPaKTUY4ECKN He U3BECTHOMN
¢OpMOW ypreHTHON NaTonorum yxxe B bnvxkanwem byayliem Moxet
npeBpaTUTLCS B CEPbE3HYIO 3afady, KOTOPYHO CaMa XU3Hb NOCTaBUT
nepep Bpayamu pasHblx creLmanbHOCTeN.

MaToreHes. Ewe B 1970-1980 rr. 661110 3amMmeyveHo, 4To psaa na-
umeHToB ¢ al'YC umenu Hu3kuin yposeHb C3 nnasmbl kposu [12].
Bnevatnswowwmin nporpecc Obinn 4OCTUTHYT B TedeHue nocnegHunx 10
eT, NPOAEMOHCTPUPOBABLLMIA, YTO 4 perynsTopHbIx Genka ansrep-
HaTMBHOTO NyTW akTMBaLuKM komnnemeHTa gaktop H (CFH), mem-
OpaHHbIN KodakTopHbIV 6enok (MCP nnn CD46), daktop | (CFI)
n TpombomoaynuH (THBD), a Takke 2 npotenHa C3-koHBepTassl,
C3 n daktop B (CFB) urpatot ponb B natoreHese al'YC [3, 6, 13,
14].

Cuctema KoMMNneMeHTa siIBNSETCS OCHOBHbIM MeXaHU3MOM
aHTUGakTepuanbHon 3awmTbl. CyLLecTBYOT TpM NyTW akTUBaLMU
CMCTEMbI KOMMINEMEHTA: KINacCuYeckunii, NEKTUHOBBIN U ansTepHa-
TMBHBIN [15] (puc. 1).

PucyHok 1. MyTn akTuBauum komnnemeHTa
C. Loirat, V. Frémeaux-Bacchi. Hedponornsa. — 2012. —
T. 16, Ne 2.
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Bce atu Tpu nyTn cxoasTcsa B Touke paclienneHus C3 dpak-
uuM KoMmnnemeHTa. B To BpeMs kak akTuBauusi KNaccu4eckoro
1 NEKTUHOBOTO NyTeW HauMHaeTcs Nocre CBA3blBaHUSI C UMMYH-
HbIMW KOMMNIEKCaMU UMM MUKPOOPraHn3Mamu COOTBETCTBEHHO,
ansTepHaTVBHbIN MyTb aKTUBUPYETCS MOCTOSIHHO C 06pa3oBaHnem
C3b, koTOpbIN BGecnopsaao4HO CBA3bIBAETCS C NaToreHamu 1 Knet-
Kamu xo3simHa. Ha JyxxepoaHoi noBepxHOCTU, Hanpumep GakTe-
puanbHou, C3b cesasbiBaeT CFB, kOTOpbI 3aTeM pacluennsercs
¢aktopom D ¢ chopmupoBaHnem C3-koHBepTasbl C3bBb. C3bBb
B reomMeTpuyeckomn nporpeccum paciiennsaet C3 (netns ycuneHus)
n cpopmupyet C5-koHBepTtady (C3bBb (C3b)n). KomnoHeHT C5b,
rony4aeMbiil B pesynbrate paciiennenusi C5, npuHumaet yyactue
B obpasoBaHun MembpaHoaTakytowero komnnekca (MAK) C5b9,
KOTOPbIN BbI3bIBAET ONCOHM3ALMIO, (aroumTo3 1 nManc 6aktepui
(puc. 1). YkasaHHas peakuusi B HOpMe CTPOro KOHTPONMpyeTcst Ha
NMOBEPXHOCTU KIETOK X035IMHA, KOTOPbIE 3alUyLLEHbI OT NoKarnbHOW
amnnndukaumm geno3ntor C3b psaomM KOHTPONMPYHOLLMX CUCTEMY
KomMmnremeHTa npotenHoB: CFH (rmukonpoTenH nnaamel, Kodaktop
ana CFl), CFl (cepuHoBas npoTeasa nna3mbl, KOTopasi pacLuenns-
eT 1 nHaktusmpyet C3b ¢ popmuposaHmem iC3b B npucyTcTBum
KodpakTopos, Bkntovarowmx MCP (HeumpKynmpyoLwmii rmukonpoTe-
WH, BCTPOEHHbIN B MEMBpaHbl BCeX KMeToK, KpOMe 3pUTPOLIMTOB)
1, Bo3amoxxHo, THBD ( TpomGomogynuH). THBD — aHgoTenuanbHbin
rMUKOMPOTEeNH, obnagarLmnii aHTUKOarynsiHTHbIMK, NPOTUBOBOC-
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nanuTenbHbIMU U LUTONPOTEKTUBHBIMU CBOMCTBaMM, TaKXe SIB-
NALWNIACA perynaTopHbeiM 6enkom cucteMbl komnnemeHTa (16).
B npucytctBun CFH otmeuvaetcsa koHkypeHuus CFH n CFB 3a
cBa3biBaHve C3b, 4to orpaHunymBaeT obpasoBaHme C3-KOHBEPTA3bI.
Korga CFH cBsasaH ¢ C3b, 3akpenneHHbIM Ha NOBEPXHOCTM KIETKK,
CFB 6onee He nMeeT BO3MOXHOCTU MPUHMMAaTh yvactue B gop-
MupoBaHum C3-koHBepTasbl .

CFH (dpaktop H) saBnsietca Hanbonee BaXkHbIM NPOTEMHOM B CU1-
cTeme perynsiumm ansTepHaTMBHOIO MyTW akTMBaLMKU KOMMNEMEHTa
(17, 18). OH cocTouT 13 20 KOPOTKUX KOHCEHCYCHbIX NOBTOPOB
(SCRs) (puc. 2) n cogepxut He meHee AByx C3b-cBsA3biBaOLLMX
y4acTKOB.

PucyHok 2. Perynsiumsa akTuBauuu ankTepHaTUBHOIO NyTu
(C. Loirat, V. Frémeaux-Bacchi. Hecponorusa. — 2012. —
T. 16, Ne 2).
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Ddukcauma K aHaoTenManbHOM KneTke

MepBbI yyacTok, cBsasbiBatoLmicsa ¢ C3b, perynupyowmm xua-
Kyto chasy amnnudmkaumm ansTepHaTMBHOO MyTuW, pacnonaraercs
B N-TepmuHanbHom koHue SCR1—4. Btopon C3b-cBasbiBatoLmi
yyacTtok pacnonoxeH B SCR19-20 C TepMuHanbHOro AomeHa.
CFH Takxe conepxuT ABa NOMUaHWOHHBIX CBSI3bIBAOLLMX yYacTka
B SCR7 n SCR19-20. QHpoTennanbHble KNeTkn 6oraTbl nonuna-
HWOHHBIMW MOMneKyrnamu, B YacTHOCTW, FMMKO3aMUHOTTIMKaHaMW.
3almTa KNeToK X03sMHa 3aBUCUT OT MHAKTUBaLMMW NOBEPXHOCTHO-
cBsizaHHoro C3b, BTOPMYHOM NO OTHOLLEHMIO K cBs3biBaHuio CFH
C MOBEPXHOCTHO-CBA3aHHbIM C3b. Bce nocnegHme HayyHble nccne-
[0BaHUs HarmsgHo NpogeMoHCTpupytoT ponb SCR19-20 B 3awute
aHAoTenuanbHbIX knetok [16, 19. 17]. Yetbipe npotenHa — CFH,
CFI, MCP 1 THBD — nokanbHO B3aumMoaencTBYHOT A4S pacluenne-
Hust C3b oo HeakTnBHOM Monekyrnbl (iC3b). MyTaummn aTux 6enkos
NpUBOAST K yTpaTe 3alumTbl SHAO0TENManbHbIX KNETOK

al'YC accouunpyetcs ¢ myTtaumamm CFH y 20-25% nauyuneHTos,
MCP -y =15 % un CFIl - y =10 %. MyTtauun daktopa B (CFB)
BCTpevatoTcs kpawviHe peako (1%) [20], B To BpeMs kak myTauum
C3 dpakummn komnnemeHTa BcTpedatotes y 10% naumeHTos [21].
MpubnusutensHo 10% aeTen uMetoT codeTaHHble MyTaumun. B go-
nonHeHve, 10% geten nMetoT NPMoBpeTEHHBIN PyHKLNOHAMbHbIN
aecuunt CFH B cBa3n ¢ Hanuumem aHT-CFH aHTuTen. Tonbko
30% al'YC cerogHsa He Haxo4uT AOMKHOro ob6bAcHeHus [3].

Mpennonaraetcs, 4yto myTtauum B reHax CFH, MCP, CFI n THBD,
obHapyXeHHble y naumeHToB ¢ al'YC, npnBoasT k obpa3oBaHuto
AedekTa 3aLUmMTbl SHAOTENMANbHbIX KIETOK OT aKTUBaLMW CUCTEMBI
komnnemeHTa [8, 18, 19, 22, 23, 24, 25]. B uenom, Bce nageHtndu-
LUMpOBaHHble reHeTuyeckme aedeKTbl NPUBOASAT K YCUNEHUo 06-
pa3oBaHusi C3-koHBepTa3bl, a cnegoBatensHo, 1 C5-koHBepTasb,
u pacwennenuio C5. Bcneacreume aToro yeunmeaeTcs BoicBoboxae-
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Hne C5a n MAK Ha NOBEPXHOCTU KINETOK 9HO0TENMS, Bbi3blBatoLLee
JOnorHUTENbHOE NX NoBpexaeHue ¢ obHaxeHuem cy6aHaoTe-
nuanbHoro MaTpukca n obpasoBaHMeM TPOMOGOB. DTO NPUBOAUT
K NoTpebneHunio TpomMBoLMTOB U NOBPEXAEHUIO 3PUTPOLMTOB.
Kpome ToOro, npogeMoHcTpupoBaHa 3HauuTenbHasa ponb CFH
B perynaumm CTpykTypbl U pyHKLUMM TpomBouunToB. Mpn Hanuymnm
C-koHuUeBbIX MyTauui cnocobHocTb CFH cBsisbiBaTbes ¢ Tpombo-
LUMTaMU CHWXaEeTCsl, YTO MPUBOAUT K_aKTMBaLMUM KOMMNeMeHTa
Ha NOBEPXHOCTU TPOMOOLIUTOB. DTO, B CBOKO O4Yepesb, Bbi3biBaET
aKTMBaLMIO TPOMBOUUTOB, UX arperawmio, BbICBOOOXAEHME TKaHe-
BOro (hakTopa, 3KCMPECCUPYHOLLETO MUKPO4ACTULLbI, U COOeNCTBYET
obpaszoBaHuio TPOMBOB B MUKPOLMPKYNATOPHOM pycne [23, 24].

Knunnyeckasn manmdectauyus al'yC.

OueHb paHHee Hadvarno (gaxe B Nepuoae HOBOPOXAEHHOCTM)
xapakTtepHo ans al'YC, ceazaHHoro ¢ myTaumamu CFH n CFI (cpea-
HWUIA Bo3pacT 6 Mec 1 2 Mec - COOTBETCTBEHHO). HaoboporT, npu
myTauum MCP 3aboneBaHune Bcerga HaumMHaeTcs ctaplue 1 roga.
OTronornyecky HeonpeaeneHHble BapuaHTbl al'YC MoryT HayaTbest
B Ntobom Bo3pacTe. AHTU-CFH aHTuTena Yalue otmevatoTcs bnuxke
K MoapOCTKOBOMY Mepuoay.

MposoumpyoLWwyMN dakTopamm SIBASOTCA HEKOTOPblE UHAEK-
LMK (BEPXHUX ObIXaTenbHbIX MyTe, NMxopaaka, raCTpoSHTEPUTDI),
OHWM 3anyckatoT nepsbi anu3og al'YC v peumamsbl HE3aBUCMMO OT
reHeTM4eckoro BapuaHTa y 2/3 nauveHToB. [lnapes nposoumpyet
al'YC y 1/3 naumeHTOB, 4YTO MHorAa 3aTpyaHsaeT anddepeHumnanmo
cO+TycC.

MpubnuantensHo y 25% 6onbHbiXx al'YC HOCUT cCeMelnHbIn
xapaktep (cvbcebl, pogutenn, 6abylwikn 1 geaywkn mmerTt 3abo-
neBaHune). HeoTAroOLWEHHbIN CEMENHBIN aHaMHe3 He UCKYaeT
BO3MOXXHOCTW reHeTuyeckoln nepefayu 3abonesaHus. Nvwb no-
NIOBMHA HOCUTENEeW MyTauuu B CEMbE B TEYEHUE XMU3HU UMEIT
MaHudecTaumio 3abonesaHus._

Hauano 3a6onesaHusi, kak npaBuno, BHe3arnHoe CumntoMamm
y AeTel paHHero Bo3pacTta siBnstTcs bnegHocTb, oblee Hepo-
MoraHue, Nroxow anmneTuT, pBOTa, COH/IMBOCTb U MHOTAA OTeKU
OKcTpapeHanbHble nNposiBneHns B Buae nopaxeHusa LIHC npose-
NATCSA cyqoporamm, COropoMm, KOMOI U BbISIBIISIKOTCS Y MEHEe Yem
20% nauneHToB. B natoreHese aHuUedanonatum UrparoT BaXkHYo
posib OAHOBPEMEHHO HECKONbKO hakTOpOB: OTEK MO3ra, MMNoKcusl,
KPOBOM3NWSIHWSA B BeLLECTBO Mo3ra. MaccmBHOe BHYTpUCOCYANCToe
notpebneHve TpoMGOLIMTOB MOXET CNPOBOLMPOBaTL pasBuUTUE
KoarynonaTuu notpebrneHus: runep- Uy runokoarynsums, rmno-
NpoTpoMGUHEMUSI, rMNoUGPUHOreHEMHUS, NOBbLILLIEHNE YPOBHS
npoaykToB Aerpagaumy comnbpuna, [-aumepa, 3amenneHHbI gou-
6prHONKM3, HapyLueHne arperauum TpomoboLMTOoB.

Y 6onblUMHCTBa NauMeHTOB Npu nepBom nabopaTopHoM uc-
CrnefoBaHWK BbISIBNSIETCS MONHas AnarHoctnyeckas Tpuaga MNycC:
remorrno6uH 40-90 r/n TpomboumToneHus (<150 000x10%n) ¢ oTcyT-
CTBUEM UMK C HEBOSbLUMM PUCKOM reMopparnyecknx OCIoXHEHUN
1 noyeyvHas AMcyHKLUUSA (MoYeBUHA >8 MMOnb/M, kpeaTuHuH >110
MKMOIb/1), C HanMM4MeMm Unu oTCYTCTBUEM aHypuu, ONUrOypuw,
NPOTEUHYPUM NPU COXPaHEHHOM Aunypese. JlerkouuTos, ymepeHHo
BbIpaXXeHHbIN PeTUKynoumTo3. [ns noaTeepxaeHnst HeMMMYHHOTO
XapakTepa aHemuu BbinosHseTcs peakums Kymbea- otpyuatens-
Has npu 'YC. Hanuuve wun3oumnToB, a Takke Heonpeaensembii
ranTornobuH, B codeTaHnu ¢ BbICOKMM ypoBHeM JIAI, nogTeepx-
AalT MUKPOAHMMoNaTUYECKWIA BHYTPUCOCYAMCTbIN reHe3 reMonnaa.
B cnyyae 3anosganoit guarHocTuky MoryT HabnogaTbest onacHble
ANS XXWM3HW OCMOXHEHUA: runepkanuemus (26 MMonb/n), aunaos
(cbIBOpOTOYHbIM BukapboHaT <15 Mmonb/n) n neperpyska oobe-
MOM C pasBUTMEM apTepUanbHON MrMNepTeH3Mn U rMnoHaTpueMum
(<125 mmonb/n). ApTepuanbHas rmnepTeH3ns BCTpeyaeTcs 4acTo,
UMeET TSXENoe TeYeHne 1 CBA3aHa Kak ¢ neperpyskon o6bemomM
B CryYasix onurypum/aHypum, Tak u ¢ BTOPUYHON, MO OTHOLLEHUIO
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K noveyHor TMA, runeppeHuHemunen. BosamoxHo passutne cep-
AEeYHOW HefoCTaTOYHOCTU WM HEBPOSIOrMYECKUX OCMOXHEHUN
(cynoporu) BcneacTeue rmnepTeHanun. BonbLIMHCTBO B3pOCHbIX
1 NOMoBMHA BCEX MaLMEHTOB AETCKOro BO3pacTa HyXAalTcs
B MpOoBefeHUn remogmanuaa npu noctynneHuun. Y psiga naumeH-
ToB (okono 20% peten [26]) oTMevaeTca NocTeneHHoe Havyano
C CyOKNMHMYECKON aHemMuen u konebaHmamn TpomboumnToneHum
B TEYEHMWE HeAENb UMM MECSILIEB U COXPaHHOW (OYHKLMER noyek Ha
MOMEHT MOCTaHOBKM AMarHo3a. Y HUX MOXET BO3HWUKHYTb peMuc-
cusi, a 3aTeM — OCTpbI peunavB 3aboneBaHusi, UNK Xe TedeHne
3aboneBaHuUst xapaKTeprayeTcs IPOrpeccupyoLLei rmMnepTeH3nen,
NpoTenHypuven, BNOTb A0 pa3BUTUS HePOTUYECKOTO CUHAPOMA,
1 NOBbILLEHWEM YPOBHS KpeaTUHWHA CbIBOPOTKU B TEYEHWE He-
CKONbKMX Hedernb Uy MecsieB. Y HEKOTOPbIX NMaLMeHTOB aHeMusl
UM TpOMBOLUMTONEHUS MOTYT OTCYTCTBOBAaTb U eOWHCTBEHHbIMU
nposierneHnsiMm noveyHor TMA B Takom cnydae OyaoyT SBNSATLCS
apTepuvarnbHasi rTMNepTeH3ns, NPoOTEMHYPUS U NporpeccupyioLlee
HapacTaHue KpeaTUHUHA CbIBOPOTKW.

Mpw rucTonornvyeckoM aHanmae NopaxeHHbIX COCY0B BbISIBS-
etcs TMA, xapakTepu3ytoLlascs yTomLeHMeM CTeHOK apTepuon
1 KanunnsipoB, C BbIP@XEHHbIM NOBPEXAEHNEM 3HAOTeNMs (oTek
n oTcnoiika), cybaHaoTennanbHbIM HaKonneHMem npoTeNHOB
1 KNEeToYHOro AeTpuTa, GUGPUHOBLIMU 1 TPOMGOLMTaPHBIMU TPOM-
6amu, o6Typupyowmmn npoceeT cocyaa. TMA npeMmyLLecTBeHHO
nopaxaeT MMUKPOCOCYabl NOYeK, XOTS1 B NaTONOrM4eckuii npoLecc
MOTyT BOBIEKaTbCst MMKPOCOCYAb! FONOBHOMO MO3ra, CepALa, Nerkux
1 XeNnyAoYHO-KULLIEeYHOro TpakTa. B knuHuueckon kapTuHe moryTt
NpUCYTCTBOBAaTb CUMMTOMbI NONMOPraHHOW HEAOCTATOYHOCTM: MNo-
paxkeHne NErknx, Nomxenyao4HON Xenesbl, )XenyaoqHO-KMLLEYHOro
TpakTa, MrMokapaa.

B uenom nporHo3 al'YC HebnaronpuaTHbil. CMepTHOCTb
B ocTpoW ctaguu coctasnset 5-10%. MNpubnuantensHo y 50%
nauneHToB pasBuBaeTcs TepMuHanbHas XIMH, yawe B TeveHue
1 roga ot Hayana maHudecTaumm.

Peungusbl al’'YC oTmevaloTcsl npu BCex BapuaHTax, valle
y nauuneHToB ¢ myTaumen MCP. lNpoeouupytoLimne nHgekumm npm
3TOM COMPOBOXAAKTCS OCTPbIM rEeMONN3oM, TpoMmBoLmMToneHNen
1 OCTPOK NOYEYHOM HEAOCTATOYHOCTbLIO B pe3ynbraTte reMmornobu-
Hypumn. B 6onbLUMHCTBE 3TUX CryYaeB yHKLMS MOYEK MOMHOCTLIO
BOCCTaHaBnmBaetcsl. [IpoOMeXyTok BpeMeHu Mexay peumanBamu
MOXET KonebaTbCsi OT HECKOMNbKUX Hegernb A0 MHOTUX FET.

Hanbonee 6naronpusaTHLIN NPOrHO3 OTMEYaeTCs NPU Hann4unm
MCP myTtauun, Hanbonee HebnaronpuaTHeln — npu CFH n co-
yeTaHHbIX MyTauusx. Mo gaHHbIM dpaHLy3CcKUX aBTOPOB, CMEPTb
unu TepmmHansHasa XMNH B TevyeHne meHee Yem 1 roga ot Havana
3aboneBaHuns otmeyeHbl Y 60% ¢ mytaumen CFH, y 37% c myTa-
umen CFl, y 33% ¢ myTtaumen C3, y 60% ¢ KOMBUHMPOBaHHbLIMU
myTaumamu, y 32% B rpynne ¢ HenssecTHoun aTuonorven n 0%
¢ myTtaumen MCP. Y 6onbHbIx ¢ aHTu-CFH aHTutenamm B cnyyae
paHHero neveHns 31N 3aboneBaHne nmeeT GnaronpuaTHoe Te-
YyeHue [6, 27].

Kputepusimm noctaHoBku amarHo3a al'YC sasnstotcs: 1) oTcyT-
CTBWeE accoumMnpoBaHHOro 3aboneBaHusi; 2) OTCYTCTBUE KpUTEPMEB
'YC, cBsizaHHoro ¢ LUura-TokcmHom (noces kana u MNMUP Ha Wura-
TOKCWHbI; CEPONOTrMsl Ha aHTURMNononMcaxapyaHbsle aHTuTena);
3) oTcyTCTBME KpUTEPUEB TPOMOOTMYECKON TpOMBOUUTONEHNYe-
ckou nypnypbl (aktnsHocTb ADAMTS13 ceiBopoTku 6onblue 10%).
Y peten TTI yalle HOCUT BPOXXAEHHBIN XapakTep 1 CBsI3aH C Ha-
cnefcTBeHHbIM nonHbiM aeduumtom ADAMTS13 [4] .

Heobxoanmo nccnenosaHne cuctemMbl komnnemeHnTta C3, C4,
KOHUeHTpauun B nnasme caktopa H n cdaktopa |, akcnpeccumn
Ha nerkountax MCP(CD46) n aHtuten k daktopy H, reHeTuue-
CKWI CKPUHWHI hakTOpOB pucka. 3a UCKMIYeHEM onpeaeneHuns
nnasmeHHon koHueHTpauum C3 n C4, uccnenoBaHusi cCucTemsl
KoMmnnemeHTa TpebyloT Hanuumsa cneumanuanpoBaHHbIX nabopa-

Topun [27]. Mpu aHannse poaoCroBHbLIX, MO KpanHen mepe, y 20%
3aboneBaHne MMeeT HacNeaCTBEHHbIM XapaKkTep ¢ ayTOCOMHO-
peLeccUBHbLIM UMW AOMUHATHBIM MyTEM HacneaoBaHus!.

Y peTelt Bo3pacT Havana ykasbiBaeT Ha HeobXoAMMOCTb Bbl-
NOMHEHUSA KOHKPETHbIX reHeTUYeCcKnx nccregosaHui (tabmn. 3 ):
y NauMeHTOoB C Ha4yanom 3aboneBaHusi B Bo3pacTe 40 OAHOro rofa
B NMepBylo odyepeab Heobxoanmo nposoauTb ckpuHuHT CFH, CFI
n C3, BHe 3aBUCMMOCTU OT TOTO, CHMKEHA KOoHLeHTpauust C3 nnas-
Mbl UK HeT. B cnyvae Havana 3aboneBaHusi B Bo3pacTe cTaplue
OQHOro roga v HopmanbHow koHueHTpauun C3 TpebyeTcs, B nep-
BYIO ovepenp, ucknodeHne mytaumm MCP. YuuntbiBas TOT ¢oakT, 4To
aHTN-CFH-I'YC BcTpe4vaetcs, kak npaBumo, nocrne ceMureTHero
BO3pacTa v B paHHEM NOAPOCTKOBOM W NMOAPOCTKOBOM MNepuoaax,
NPUOPUTETHBIM B 3TUX BO3PACTHBIX rpynnax sIBASIETCS CKPUHUHT
aHTn-CFH aHTuTen, ocobeHHo ecnu cHuxeHa KoHueHTpauus C3.
CkpuHuHr myTaumn CFB 1 THBD Heobxoamm, ecnu He BbISIBNEHO
myTauun CFH, CFI, MCP n C3, He3BncMMO OT Bo3pacTa Hadana
3aboneBaHus

Ta6bnuua 2.

ATUNUYHBIA reMOSIUTUKO-YPEMUYECKUA CUHAPOM Y AeTen:
BO3pacT Hayana 3aboneBaHus U KOHUeHTpauusa C3 nna3mbl,
KaK CUHAPOMbI aHOMarnuu KOMNIeMeHTa, Ucnonb3yembie Npu
NepBUYHOM CKPUHUHIE

AHOManus KoMnsemeHTa,
noanexaias CKPUHUHTY
B NepBylo ovyepeab

Bospact B nebrote

Ot poxaeHus oo <12 mec
% CHMXKEHHbIV ypoBeHb C3

CFH, CFI, C3 myTtauun

> 1 roga + HOpManbHbIN
ypoBeHb C3

CHMXKeHue akcnpeccum / MyTa-
uns MCP

> 1 roga + CHUWKEHHbIN
ypoBeHb C3

CFH,CFI,C3 myTauun

7-11 NeT * CHWXEHHbIN AHTU- CFH aHTuTENna

ypoBeHb C3

Jleuenune al'YC. [lo HacTosiLero BpeMeHn Tepanuen nepson
TIMHWUKN SIBNSIETCS Nna3MoTepanusi, Npyu oTCyTCTBUMU GeccnopHbIX
pokasartenbctB e€ adpcpekTnBHOCTM [10, 28, 29]. C3I1 aBnsaetca
ncTodHukoM HopmanbHbix CFH, CFI, C3 n CFB, a Takke 6onbLuoro
KonmyecTBa Apyrux yHkumoHanbHbix 6enkos [3, 6, 30, 31, 32].
MnasvaobmeH UMeeT AONONHUTENbHbIE NPEMMYLLECTBA, yAanss
MyTaHTHble dakTopbl H, I, B, C3, aHTutena k daktopy H 1 Bo3-
MeLlas x yHKUMoHanbHbIMy 6enkamu. MHorve aBTopbl AoKasbl-
BaloT HEOBXOAUMOCTb exedHEBHOro nnasvadepesa AnuTensHoe
Bpems [2, 3, 30, 33, 31]. ExxegHeBHasn fo3a nna3mbl Konebnercs
ot 20 po 40 mn/kr, TpaHCHy3UN NPoOU3BOAATCH A0 AOCTUMXKEHUSA
pemuccun [2, 26].

OddekTneHocTb 3 npogemMoHCTpMpoBaHa B OCHOBHOM
y naumeHToB ¢ Mytaumen CFH [26]. OgHako, Yyepe3 HeCKOMbKO
MecsILEB MUNW NET BO3MOXHO pasBUTNE BTOPUYHON PE3UCTEHTHOCTU
K Tepanun C3I1, yto

orpaHuyMBaeT ee aPEeKTUBHOCTb. [na NauMeHTOB C aHTK-
CFH antntenamu 3I1MM anseTtca metogom Bbibopa [6, 34]. Ons
npeaoTBpaLLEHUst MOBbILLEHNS YPOBHS aHTMTen nocne 3M1MM1, co-
YyeTaHue MocnedHero co creponaamMm U UMMYHOCYMNPECCUBHBIMU
npenapaTtamu npeacraenseTca 060cHOBaHHbIM [34].

MpoTtunBonoka3aHuem k nnasmartepanuu siensietcsi 'YC, Bbi3BaH-
HbI Streptococcus pneumonia, T.K. NNasma B3pOCMOro YenoBeka
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COAEPXWUT aHTUTeNna NpoTuB aHTureHa Tromsen-Friedenreich, ko-
TOopble yXyAwaroT TedeHne npouecca [2]. Ecnn 'YC passuBaetcs
Ha hoHe Npuéma LMKIoCcnopuHa unu Takponumyca Heobxoammo
OTMEHUTL Mpenapar.

BonbLlnHcTBo anm3ogos al'YC cBsA3aHbl ¢ UHEKUMI, 4TO 00y-
crnoBnuBaeT Heo6xoAMMOCTb 3padMKaLMn XPOHUYECKMX 0YaroB
a[leHOVHOW, TOH3UISAPHON U 3yOHOW MHeKUnn. Y OTAeNnbHbIX
6OMbHbIX peunavBbl OTMEYEHbI Nocne BakuuHauuin. Tem He me-
Hee, NoMb3a NocrneaHUX CyLLEeCTBEHHO NPeBanupyeT Haf PUCKOM.
PekomeHayeTca npoBefeHWe Bcex BaKuMHaUWK, Bknwo4as In-
fluenza.

OOHOM U3 BaXHbIX KNHUYECKMX Npobrnem siBnsieTcs onpeae-
rnieHne KpuTepues nporHosa 3abonesaHus. Tak kak okono 50%
BbDKMBLUMX MOCIIe OCTPOro nepvofa B AanbHENLIEM HYXOarTcs
B 3T (3amMeCcTUTENbHON MNOYEYHON Tepanun) 1 TpaHcnnaHTaumm
MOYKM, TO U MPOrHO3 B 3HAUYUTENbLHOW CTEMNEHWN ONPEaEnsieTcs pu-
ckom Bo3Bpata al'YC nocne TpaHcnnaHTauum [26].

Pwuck Bo3Bpata al'YC cpasy nocne TpaHcnnaHTauum Ype3Bblyan-
HO BbICOK Y naumeHToB ¢ MyTauusamu CFH (~ 80 %), CFln C3 (> 50
%) [31]. OnucaHbl pesynbraThbl 3-X TPAHCNAAHTaLMIA y NauMeHToB
¢ myTtaumen CFB, y Bcex oTmeyeHa rubenb TpaHcnnaHTarta B pe-
synerate Bo3spaTtHoro al'YC [3]. MockonbKy TpaHCnnaHTMpOBaHHAsA
noyka He coaepXxut mytuposaHHoro MCP 6enka, Bo3sspata alYC
npu ee MyTaumsx He MPoUcXoauT (oTMevaeTcs peako). bonblunH-
cTBO 6onbHbIX Npy Bo3BpaTe al'YC TepstoT NoYkn MeHee YeM Yepes
1 roa. Jpyrov Npy4nHON NoTepu NoYKKN y AeTen ABNAETCs TPOMOO03.
JMwb y eanMHWYHBIX NauMeHTOB yaansieTcst npegoTBpaTuTb BO3-
BpaTHbin al'YC nytem npoBefeHusa ceaHcos C3[1 go onepaumm
1 B NOCTTpaHcnnaHTaunmoHHom nepuoge. Mockonbky CFH, Takke
kak n CFl, CFB n C3 cuHTe3npytoTcsa B Ne4eHn, KOMOMHNPOBAHHYHO
TpaHCMNaHTaumMo NeYeHn 1 NoYku, NMBo N30NMPOBaHHYIO TPaHC-
nnaHTauuio neyYeHn B cryyae coxpaHHOM pyHKLMU MOYEK MOXHO
paccmaTpuBaTh Kak BapuaHT Tepanuu [6].

MepcnekTBHBIM HanpaBneHneM neyvenus al'yYC siBnsietcs Bo3-
AeNCTBMe Ha CUCTEMY KOMMIEMEeHTa, NpUMeHeHWe npenapara,
UHrMBUpytoLLero cuctemy komnnemeHTa. K HUM oTHocuTca Oky-
nn3ymab (Conupuc), YenoBeyeckme MOHOKMOHANbHbIE aHTUTena
K C5. Okynu3dymab n3secTteH B Tepannv NapokcmMamaribHOM HOYHOM
remorno6uHypum. Xots npu ero ynotpebneHnm HeckonbKo MoBbl-
waetcs puck uHdekummn Neisseria meningitides (HeobxogmMmo Ao
Hayana Tepanuu NpuBUTL pebeHka), npenapar B LENOM Hagex-
HbI U XOPOLIO nepeHocuTcsi. PesynbTaThl TepanMu OTAEMbHbIX
6onbHbIX al'YC ¢ nomoLbio akynnaymaba BecbMa 0OHaaexmBato-
wme. B uenom, atn peaynetaThl CBMAETENLCTBYIOT O NepcnekTuBe
akynuaymaba, kak npenapata, siBNsioLLerocsi HoBbIM CTaHAAPTOM
nedeHuns naumenToB ¢ al'YC. Mo pe3ynsratam KOHTPONMPYEMbIX
KIMHWUYECKUX UccrnenoBaHuid, bnarogaps ToMy, 4To 9Kynuaymab
MHrMOMpyeT KoMnnemeHT-onocpeoBaHHyto TMA, Ha Tepanuum
y 88% 60nbHbIX OTCYTCTBYIOT HOBble Crydau pa3sutus TMA,
y 80% 6onbHbIX Nnpekpalyaetca remogmanus, 90% nauMeHToB go-
cTuratoT Hopmanu3auum remaTonormyeckmx nokasarenen, y 100%
60nbHbIX NpeKkpaLlarTcst onepawm NnasmMoobMeHOB U HET HOBbIX
6onbHbIX, HyXAalLWwnxca B remogmanuse. bonee yem y nonosu-
Hbl BOMbHBIX OTMEYEHO yNy4lleHne (OYHKLMM MoYeK, B HaCTHOCTU
y 47% pocTurHyTo yBenuyeHme nokasarenen CKd=15 mn/mun/1.73
M2, B cBsi3U ¢ TeM, 4To Y 6onbHbIX al'YC HEKOHTpONUpyemas akTu-
BaLMsl KOMMNIeMeHTa NPoA0IKaeTCsl, PUCK BHE3AMNHOIO pasBUTUS
OCINOXHEHUI COXPAHSIETCS1 HA NPOTSHKEHUN BCEN XU3HW. [oaTomy
y TakvMx NauMeHTOB PeKOMeHAYEeTCsi MOCTOSIHHOe NpoBefeHue Te-
panuu akynmaymaGom.

MpoBoASATCS KMMHUYECKME UCTIbITAHNS PACTBOPUMBIX (DOPM WH-
rmbutopa C3/C5-koHBepTasbl, peuentopa komnnemeHnTa | (CRI)
[35]. Ans BapuaHTa ¢ geduuntom HFI paspabaTtbiBaeTca pekom-
OnHaHTHBIM HF 1, a Takke BO3MOXHOCTb MCMOMb30BaHWS JOHOPCKOW
nnasmbl, 6oraton HFI [5].
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