ATUNNYECKNN reMONMUTUKO-
YpeMnyeckmm CUHAPOM.



AtTunnyHbin BapuaHTt N'YC coctaBnsiet
5-10% oT Bcex cny4vyaeB 'YC y geten,
ABnsaeTcs

reHeTU4YeCKUM NpPorpeccupyrowmum
3aboneBaHueM C KpauHe BbICOKUM
PUCKOM BHe3anHOU CMepTU n
HeoOpaTUMbIX MHBaNUAON3NPYOLLUX
noBpeXxXaeHUM XKN3HEHHO BaXXHbIX
OpraHoB, BKITHOYaA MOYKMU, NeYeHb,
cepaue n Mo3r



B ocHoBe al'YC nexuTt TpomboTnyeckas
MukpoaHruonatusa (TMA), cBaA3aHHasa C
HEeKOHTPONMMpyeMoUu akTuBaLueu
cuctembl KomnnemeHta. OCHOBHbIM
OpraHOM-MULLUEHbLIO
MUKPOAHrnonaTu4eckoro
TPOoMOOOOpPa3zoBaHUA CryXaT MOYKWM,
O4HaKoO B psge crnyyaeB BO3MOXHa
reHepanu3auua TMA, npuBoasias K
Pa3BUTUIO NOSTIMOPraHHON ULLEMUU C
KapTUHOWN NONMMOPraHHOU
HeaooCcTaToOvHOCTU



e 3a0051eBaeMOCTb U
pacnpocTtpaHeHHocTb al'YC
N3y4YyeHbl HeaoCcTaTo4Ho. Mo AaHHbIM
pa3fiNYHbIX UICTOYHUKOB, B CTPaHaXx C
AOCTAaTOYHbIM YPOBHEM ANArHOCTUKU
pacnpocTpaHeHHOCTb 3aboneBaHUsA
coctaBnsieT oT 1 4o 3 nauueHToB al'YC
Ha 1 MUNNUOH HaceneHus. bone3Hb
yawie maHudecTupyeT y petem o 18
rieT, HO Npunonu3nTernbHoO B 40%
criy4yaeB AMarHOCTUpPyeTCcH BO
B3POCJ/IOM BO3pacrTe.



laToreHes

Ewe B 1970-1980 rr. ObI1/10 3aMe4yeHo,
yTto psag naumeHToB ¢ al YC nmenun HU3Kum
ypoBeHb C3 nfa3mMmbl KPOBM.
BneyaTnaowmum nporpecc 6bis1 QOCTUTHYT
B TeyeHue nocneaHux 10 ner,
NpoAeMOHCTPUPOBaBLUNN, 4YTO 4
perynsaTopHbIX 6erika ankTepHaTUBHOIO
nyTn akTMuBauum komnnemeHta paktop H
(CFH), MeMOpaHHbIN KOhaKTOPHbLIN OerokK
(MCP unu CD46), dbakTop | (CFl) u
TpombomoaynuH (THBD), a Takxe 2
npotenHa C3-koHBepTa3bl, C3 u paktop B
(CFB) urparoT ponb B natoreHe3e al'YC
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Bce aTK Tpu nyTn cxogatcs B Touke pacuwennenHmna C3 dpakumm koMmnriemMmeHTa.
B TO Bpemsi Kak akTMBaLma KNacCU4eckoro u NeKTUMHOBOIo NyTen Ha4YnHaeTcsd
nocrie cBA3bIBAHUSA C UMMYHHbLIMU KOMM1eKCaMu Uinmn MUKpoopraHn3Mmamm
COOTBETCTBEHHO, anbTePHATUBHbLIN NYTb aKTUBUPYETCSH NOCTOSIHHO C
obpazoBaHuem C3b, KOTOpbI 6ECNOPSA0YHO CBSA3bIBAETCS C MaToreHaMm 1
KreTkaMm xo3simHa. Ha Yy>KepOoAHOW NOBEPXHOCTM, Hanpumep bakTepumanbHOW,
C3b cBasbiBaeT CFB, koTOpbIM 3aTeM pacluennseTtca doaktopom D ¢
doopmmpoBaHmeM C3- -koHBepTa3bl C3bBb. C3bBb B reomeTpunyeckon
nporpeccuun pacwenndet C3 (netna ycunerHust) n gopmupyet CS-koHBepTasy
(C3bBb (C3b)n). KomnoHeHT C5b, nony4yaembin B pesynbsrate pacLieniieHms
C5, npuHUMaEeT yyactne B obpasoBaHMn MeMbpaHoaTaKyrLWero KoMmmnrekca
(MAK) C5b9, koTOpbIV BbI3bIBAET ONCOHU3aUMIO, (haroyuTos n siIM3uc
OakTepun). YkazaHHasi peakums B HOpMe CTPOro KOHTPOSIMpyeTcs Ha
NOBEPXHOCTU KITETOK XO35IMHA, KOTOpPble 3alMLLEHbl OT NTOKanbHOM
amnnudounkaumm genos3ntos C3b psaom KOHTPOSTMPYIOLLNX CUCTEMY
komnnemeHTta npotemHoB: CFH (rnukonpoTtenH nnasmebl, kodaktop ana CFl),
CFIl (cepuHoBag npoTeasa nnasmbl, KOTOpasi pacLUennseT U MHaKTMBUPYyeT
C3b ¢ dpopmunposaHmem iC3b B npmucytcTtemn kodpaktopos, Bknrovarowmnx MCP
(HEUMPKYINPYIOLLWIA TTIMKOMPOTENH, BCTPOEHHbLIM B MEMOpPaHbl BCEX KNETOK,
Kpome 3pnTpoLMTOB) U, BO3MOXHO, THBD ( TpombomopynuH). THBD —
QHOoTENNanbHbIN rMUKONPOTENH, o6nanarou_u/w| aHTUKOArynsiHTHbIMW,
NPOTUBOBOCHANUTESNIbHLIMU U LUTONPOTEKTUBHLIMU CBOUCTBaAMU, TaKxke
ABMSAOWMNCA PErynsaTOpHbIM BENKOM CUCTEMbI KOMMNeMeHTa. B I'Ipl/lcyTCTBl/IVI
CFH otmevaetca koHkypeHuuss CFH n CFB 3a cesa3biBaHne C3b, 4to
orpaHuymBaeT obpasoBaHue C3-koHBepTasbl. Korga CFH cBsazaHn ¢ C3Db,
3aKpenneHHbIM Ha noBepxHocTn knetkn, CFB bonee He MeeT BO3MOXHOCTU
NpMHUMaTL ydactne B goopmmpoBaHnm C3-koHBepPTasbl
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CFH (daktop H) aBnaetca Hanbonee BaXHbIM NPOTEMHOM B CUCTEME
perynaumm ansTepHaTUBHOIO NyTN aktueaumn komnremeHTa . OH
cocTouT 13 20 KOPOTKMX KOHCEHCYCHbIX NOBTOPOB (SCRS) 1
coaepXuTt He MeHee aByx C3b-cBA3bIBAOLLNX YHaCTKOB.

[lepBbIn y4acTok, ceasbiBatowmincs ¢ C3b, perynupyowinm xXnakyo
daszy amnnudmnkaunm anstepHaTMBHOIO NyTn, pacnonaraetcs B N-
TepMuHanbHoM KoHue SCR1-4. Bropon C3b-cBasbiBatowwimnm
ydacTok pacnosnoxeH B SCR19-20 C TepMuHanbHOro JoMeHa.
CFH Takke cogepXuT aBa NofiIMaHMOHHbLIX CBA3bIBAKOLLMX y4acTKa
B SCR7 n SCR19-20. SHaoTennanbHble KNeTkn borarbl
NOSIMAHNOHHbLIMWN MONEKyNnamMun, B YaCTHOCTMH,
[MMKO3aMUHOITIMKaHaMN. 3almTa KNneTok Xo3anHa 3aBUCUT OT
NHaKTUBaLMMN NOBEPXHOCTHO-CBA3aHHOro C3b, BTOpUYHOM Mo
OTHOLLEHUIO K cBA3bIBaHMIO CFH ¢ noBepXxHOCTHO-CBA3aHHbIM C3b.
Bce nocrnegHne Hay4Hble nccnegoBaHUs HarnsgHo
npogemMoHCcTpupytoT ponb SCR19-20 B 3awmte aHgoTeNnmManbHbIX
krnetok .Yetbipe npotenHa — CFH, CFl, MCP n THBD -
FIOKanbHO B3aMmMoaeucTBYHOT Ana pacwennenuus C3b go
HeakTuBHoun monekynbl (iC3b). MyTaumm aTux 6enkos
NPUBOAAT K yTpaTe 3alUThbl SHAOTENNanNbHbIX KINeToK



e ['YC accouumnpyetcs ¢ mytaumsamm CFHy
20-25% nauymneHToB, MCP — vy =15 % u CFi
— Yy =10 %. MyTauum dpaktopa B (CFB)
BCTPe4aloTCH KpauHe peako (1%), B To
BpeMs KaKk myTtauum C3 cppakumm
KoMnnemMmeHTa BcTpe4varoTca y 10%
nauueHTtoB. lMMpndnuantenbHo 10% aeten
MMEeT coYeTaHHble MyTauuu. B
aonornHeHue, 10% Aeten umeroT
npuoopeTeHHbIN (PYHKUNOHASNbHbLIN
aedpuumnt CFH B cBA3K C Hann4Ynem aHTu-CFH
aHTuTen. Tonbko 30% al'YC ceroaHs He
HaxoAuT AOMKHOIo OO bACHEeHUS



* [lpepgnonaraeTcs, YTo myTtauum B reHax CFH, MCP, CFl u
THBD, oOHapyXeHHble y naumeHToB ¢ al'YC, npuBoanaT K
obpasoBaHuio aedeKkTa 3alnTbl IHAOTENNASNIbHbLIX
KIeTOK OT aKTUBaL MU CUCTEMbI KOMNNemMeHTa. B uenom,
BCe uaeHTUpumnpoBaHHble reHeTU4Yeckue gedeKkTbl
NPUBOAAT K YyCUNEeHUIo obpa3oBaHus C3-KOHBepTa3bl, a
crnepoBaTtenbHO, U C5-KOHBepTa3bl, U pacliensieHuto C5.
Bcrneancreue atoro ycunuBaeTcs BbicBoboxaeHue C5a u
MAK Ha noBepXHOCTU KNeTOK 3HAO0TEeNus, Bbi3biBaloLyee
AONOSIHUTENIbHOE UX NOBpeXaAeHUue C OOHaXXeHuem
cy0aHaoTeNManbLHOro MaTpmMkca u obopasoBaHuem
TPOMOOB. JTO NPUBOAUT K NOTPEONEeHU0 TPOMOOLUTOB U
noBpexapeHuo aputpouutoB. Kpome Toro,
npoAeMOHCTPMpPOBaHa 3Ha4YUTenbHas pornb CFH B
perynsauum cTpyKTypbl U (oyHKLMK TpoMObouuToB. Mpu
Hannynm C-KOHUEeBbIX MyTauuu cnocobHocTb CFH
CBA3bIBaTbCA C TPOMOOLMTaMMN CHUXKAETCH, YTO
NPUBOAUT K_aKTUBaLUUUN KOMMNJIEMEeHTa Ha NOBEePXHOCTHU
TpoMbouunToB. JTO, B CBOKO oYepenb, Bbi3biBaeT
aKTUBaUuIo TPOMOOLNTOB, UX arperauuio,
BbICBOOOXAeHUe TKaHeBoOro cakropa,
3KCcnpeccupyroLwero MmKpo4dacTuubl, U cCOOEUCTBYET
oOpa3zoBaHUIO TPOMOOB B MUKPOLMPKYNATOPHOM pycrie



KnuHuyeckaa maHundectayma
al'yC.

OuyeHb paHHee Ha4vyano (gaxe B nepuoae
HOBOPOXAEHHOCTU) xapaKkTepHo ana al'YC,
cBAA3aHHOro ¢ mytaumamm CFH u CFl (cpegHumn
BO3pacT 6 MeC U 2 MeC — COOTBETCTBEHHO).
Haobopot, npu mytaumm MCP 3aboneBaHue Bceraa
HayMHaeTcs cTtapue 1 roga. 9TUONOrM4Yecku
HeonpeAaeneHHble BapuaHTbl al'YC MoryT HayatbcS
B NnNto6om Bo3pacte. AHTU-CFH aHTUTena vawye
OTMe4YarTCA bnnxe K NOAPOCTKOBOMY nepuoay.

[NpoBouupyrwmmmu dpakropamm ABRAIOTCA
HeKoTopble UH(PEeKUUUN (BepXHUX AblXaTesIbHbIX
nyTeu, IMXopankKa, raCTPpoO3HTEepPUTbI), OHU
3anyckarT nepBbiv anu3opn alYC v peunguBbl
He3aBUCUMO OT FreHeTUYEeCKOro BapmaHTtay 2/3
nauueHToB. [ilnapesa nposouunpyet alYCy 1/3
naumeHTOB, YTO MHOrAa 3aTpyAHAeT
ancdhdepeHumaumto c A+ yc.



e [lpnbnuantenbHoy 25%
6onbHbIX al'YC HOCUT ceMenHbIN
xXapaktep. HeoTAroweHHbIU CEMeUHbIN
aHaMHe3 He UCKIIoYaeT BO3MOXXHOCTH
reHeTU4YeCKou nepenaymv saborneBaHus.
JIlnwb nonoBMHa HocUTenen Mmytaumu B
CeMbe B Te4YeHUe XXN3HUN NMEIOT
MaHudecTauuro 3aboreBaHuA.



 Havyano 3aboneBaHus, KaK NpaBuio, BHe3anHoe
CnmntTomamun y aeteu paHHero Bo3pacTa
ABNAIOTCA ONneaHOCTb, O0OLee HeaAOMOraHue,
NJOXOM anneTuT, pBOTa, COHNMMMBOCTb U MHOrAa
OTeKU JKCTpapeHaribHble NPosBrieHMA B Buae
nopaxeHusa LUHC nposBnarTca cygoporamm,
COMOpPOM, KOMOM U BbIAABMAKTCA Y MeHee YemM 20%
nauveHToB. B natoreHe3se 3HuedanonaTtum urparoT
BaXXHYI0 pOSfib OAHOBPEMEHHO HECKOJIbKO
chakToOpOB: OTEK MO3ra, rMNOKCUA, KOOBOU3JNIUAHUA B
BellecTBO MO3ra. MaccuBHoe BHyTpucocyaucroe
norpeodrieHne TPOMOOLMTOB MOXET
cnpoBoOUMpPOBaTb pa3BUTUE KoaryrnonaTtum
noTpeodneHus: rmnep- UM rMNoKoarynauus,
rmnonpoTpomMmonHemus, runohbubpuHoreHeMus,
NnoBbIlWeHNe YPOBHs NPOAYKTOB Aerpagauum
dnbpuHa, I-anmepa, 3ameaneHHbIN PUOPUHONNUS,
HapyLleHue arperauymm TpomoouuToB



e Y OOnbLIMHCTBA NaLlMEeHTOB Npu NnepBoM
rnadbopaTopHOM nccrneaoBaHUN BbIABAETCA
nonHasa agmarHoctnyeckasa tpmapa lNyc: remornoo6mH 40-!
r/n Tpom6ouuToneHus (<150 000x10°/n) c
OTCYTCTBMEM UJIU C HEOONLLUNM PUCKOM
reMmopparnieckux oCrioXXHeHMU u novyeyHas
AncPyHKUma (MoyeBMHa >8 MMOJb/N, KpeaTUHUH
>110 MKMORb/11), C HaNINYMeM U oTCyTCTBUEM
aHypuu, OnuUroypuvu, npoTemHypuu npu
coxpaHeHHOM auype3e. JIeuKounTos, yMepeHHO
BblpaXXeHHbIN peTukynounTto3. Ansa
noaATBepPXAeHUs HeMMMYHHOIO XapaKkTepa aHeMum
BbinoniHAeTcA peakuna Kymbca- oTpuuyartenbHas
npu 'YC. Hann4yne wn3souunToBs, a Takxe
HeonpeAaenseMbinN ranTorrnoounH, B coyeTaHuu c
BbICOKMM ypoBHeMm J1[I, noaTBepXxaaroT
MUKPOaHrmonaTMu4yeCKMm BHYTPUCOCYAUCTbIN reHes
remonusa



B cnyyae 3ano3ganou AMarHOCTUKM MOryT HabnopaTbcs
onacHble AN XXU3HU OCJIOXKHEeHUSA: rMnepKanmemms (26
MMONb/1), aunao3 (CbIBOPOTOYHbIU OMKapOboHaT <15
MMoOnb/n) u neperpyska o6LemMoM ¢ pasBUuTUEM
apTepuaribHOM rMNepTeH3uun U rMnoHaTpmemmm (<125
MMONnb/n). ApTepuanbHasa rmnepTeH3nda BCcTpeyaeTcs
4acTo, UMeeT TAXenoe TedyeHne U cBA3aHa Kak C
neperpy3kon oo6bLemMom B criyqyasax onurypmmn/aHypum, Tak
U C BTOPUYHOM, NO OTHOLWEHUIO K novye4yHou TMA,
runeppeHnHemmeun. BoaMmoXxHo pa3BuTtue cepaevyHon
HeAOCTaTOYHOCTU U HEBPOJIOrMYECKUX OCITIOXKHEHUN
(cyaoporu) Bcneacreuve rmnepreH3nn. bonbLWUHCTBO
B3pPOCbIX Y NOJfIOBMHA BCEX NAaLUEHTOB AETCKOro
BO3pacTa HYXXAarTcH B NpoBeAeHUM remoguanusa npm
NOCTYMNNeHNN



e [lpu rMCTONOrM4eCKOM aHasrimse nopaxeHHbIX COCyaoB
BbisiBnsgeTca TMA, xapaktepu3syrowasica yTonweHnem
CTEHOK apTepuon n Kanunnsapos, C BbipaXXeHHbIM
noBpexaeHnem aHaoTenus (oOTek n OTCNoOMNKa),
cyO0aHaoTeNnnanbHbIM HAaKOMJIEHUEM NMPOTEUHOB U
KNeTo4YHoro getputa, (pmOpMHOBBLIMU U
TpoMOboUMUTapPHbLIMM TPOMDOaAMMU, OOTYPUPYIOLLUMU
npoceeT cocyaa. TMA npenmyLiecTBeHHO nopaxaet
MUKPOCOCYAbl MOYEK, XOTHA B NaTONOrM4eCKuu npouecc
MOryT BOBMEKaTbCA MUKPOCOCYAbI FOSIOBHOrO MO3ra,
cepAua, fierkux v XxenyaovyHo-KULlevyHoro Tpakra. B
KINTMHUYECKOU KapTUHE MOryT NpUCyTCTBOBaTb
CUMNTOMbI MOSINOPraHHOU HEAOCTAaTOYHOCTU: MOPaAXXeHUue
FNIerkux, nomxenyao4yHou xenesbl, XXenyao4Ho-
KMLLeYHOro TpaKkTa, MMoKapAa.



B uenom nporHos al'yYC
HebnaronpuATHbIN. CMepPTHOCTL B
OCTpOU cTaguun cocTtaBnseT 5-10%.
MpnbnusuntenbHo y 50% nauueHToOB
pa3BuBaeTcsa TepmunHanbHaga XIH, yawe
B Te4yeHue 1 roga ot Ha4yana
MaHudecTauumn



 PeunpuBbl al'YC oTMevaloTca npu BCex BapnaHTax, yaLle
y naumMeHToB ¢ myTaumeun MCP. [IpoBouupyrowme
UH(eKUUU Npn 3TOM CONMPOBOXAATCA OCTPbLIM
remMosiu3omMm, TpomMoounToneHnem n OCTPoOm NOYe4HOMU
Hea4OoCTaTOYHOCTLIO B pe3ynbTaTe remornoomHypum. B
OONbLUMHCTBE 3TUX crly4yaeB PYHKLUUA NOYEK NOSTHOCTbLIO
BoccTaHaBnuBaeTcs. [IpoMexXyToK BpeMeHn Mexay
peunanBamMm MOXeT KonebaTbCA OT HECKOJSIbKUX HeAesb
A0 MHOIux nerT.

« Hanbonee 6naronpmAaTHbLIN NPOrHO3 OTMeYaeTcs npu
Hanuynn MCP mytauum, Hambonee HeGNaronpuUATHbIU —
npu CFH n covyeTaHHbIX MyTaumax. No aaHHbIM
¢dpaHLy3CKUX aBTOpPOB, CMepTb unu tepmuHansHan XIH
B Te4eHUe MeHee 4YyeM 1 roga ot Havyana 3aboneBaHus
OTMe4eHbl y 60% ¢ myTaumeu CFH, y 37% ¢ myTtauuen CFl, y
33% ¢ myTauuen C3, y 60% ¢ KOMOMHUPOBaAHHbLIMU
MyTauuamm, y 32% B rpynne ¢ Hen3BeCTHOU 3TUONOINMen n
0% ¢ myTauuen MCP. Y 005nbHbIX ¢ aHTU-CFH aHTUTenamu B
crniy4dae paHHero ne4vyeHus 3[1I1 3aboneBaHue nmeet
onaronpuaTHoOe TeYeHune



e Kputepnamm noctaHoBku anarHo3sa al'yC
ABNAIOTCA: 1) OTCYyTCTBUE
accouunpoBaHHOro 3aboneBaHus; 2)
otcyTcTBUue KputepueB N'YC, cBsAA3aHHOIro c
LLinra-rokcnHom (nocesB kana u NMNLUP Ha
LLiura-ToKkCUHbI; ceponorusl Ha
aHTUNuMnononucaxapugHblie aHTutena); 3)
OTCYTCTBME KputepmeB TPOMOOTHUYECKOU
TPOMOOLUTONEHUYECKOU Nypnypbl
(akTMBHOCTb ADAMTS13 CbIBOPOTKM
oonbLlie 10%). Y npeten TTI1 yawie Hocut
BPOXAOEHHbIN XapaKTep v CBA3aH C
HacneaAcCTBEeHHbIM NOJSIHbIM AehULUTOM
ADAMTS13



e Heobxogumo nccnepgoBaHne CUCTEMbI
komnnemeHTta C3, C4, KOHUeHTpauuu B nnasme
dakTopa H n pakTopa |, akcnpeccumn Ha
nenkouutax MCP(CD46) n aHTUTen K (pakTopy
H, reHeTU4YeCKNN CKPUHUHT (haKTOPOB pUCKa.
3a UCKIIoYeHueMm onpeperieHus nrna3meHHoOu
KOHUeHTpauum C3 n C4, nccnegoBaHus
CUCTEMbI KOMMJIeMeHTa TPeoyroT Hannu4us
cneuManusnpoBaHHbIX nabopatopun [27]. [pu
aHanuse poAOC/OBHbIX, N0 KpanHeu mepe, y
20% 3aboneBaHue MMeeT HacrneaCTBEeHHbIN
XapaKTep ¢ ayTOCOMHO-peLleCCUBHbLIM UIU
AOMMHATHbLIM NyTeM HacriegoBaHUA.



* Y peten BO3pacT Hayana yKkasbiBaeT Ha
HeoO6XoANMMOCTb BbINMOJSTHEHUA KOHKPETHbIX
reHeTU4YeCKux nccriegoBaHum (tadn. 3 ): y
nauueHToOB C Ha4yariom 3aborneBaHuA B BO3pacTe A0
OOHOro roga B NepBylo ovyepeab Heobxoanmo
npoBoaAnTb CKPUHUHT CFH, CFl u C3, BHe
3aBMCUMOCTM OT TOro, CHMXKeHa KOHUeHTpauusa C3
nnasmbl UnNu Het. B cnyyae Havana 3aboneBaHusA B
BO3pacTe cTaplue o4HOro roga U HopmanbHOMU
KOHLUeHTpauumn C3 TpebyeTcs, B NepByI0 o4yepeab,
UcknroydeHue mytauum MCP. YuuTbiBas ToT hakT,
yTO aHTU-CFH-T'YC BCTpevaeTcs, Kak npaBuro,
nocne ceMurieTHero Bo3pacrta u B paHHeM
noapOCTKOBOM M NOAPOCTKOBOM nepuoaax,
NMPUOPUTETHLIM B 3TUX BO3PACTHbIX rpynnax
ABNAETCH CKPUHUHI aHTU-CFH aHTUTEs, 0OCOOEeHHO
€CNnu CHMNXeHa KoHueHTpauua C3. CKpUHUHT
MmyTauumn CFB u THBD Heobxoaum, ecnu He
BbiSiBNeHO myTauum CFH, CFl, MCP u C3, He3BUCUMO
OT BO2DACTA HAYANAa 2aboneBaHUS



IleyeHue

e Jlo HacToSAILWEro BpeMeHu Tepanmen nepBon JIMHUN
siBNsieTcs nnasMorepanus, Nnpyu oTCyTCTBUN
OecCcnopHbIX AOKa3aTeNbCTB eé
acdhdektuBHoctn C3I1 ABNAeTCA NCTOYHUKOM
HopManbHbIX CFH, CFl, C3 u CFB, a TaKxe 60nbLIoro
KornuyecTtBa Apyrmx PyHKUMOHaNbHbIX OENKOB.
NnasmaodbmeH nmeeTt AONONTHUTENbHbIE
npenmMyLuecTBa, yaansaa MyTaHTHbIe pakTopbl H, |,
B, C3, aHTUTena K ¢paktopy H n BoO3meLwjasa nx
yHKUMOHaNbHbLIMU 6enkamu. MHorne aBTopbI
AOKa3bIBalOT HEOOXOAMMOCTb €XXeaQHEeBHOro
nnasmacdepesa gnutenbHoe BpemMs . ExxeaHeBHas
Ao3a nna3mbl Koneonertcs ot 20 Ao 40 Mn/Kr,
TpaHCPy3nn NPoU3BOAATCA 0,0 AOCTUKEHUSA
peMuccum



e AcbdbekTnBHocTb MM
NpoAeMOHCTPUpPOBaHa B OCHOBHOM Yy
nauueHToB ¢ myTaumen CFH. OgHako, yepes
HeCKOJNIbKO MecsiLieB Unu net BO3MOXHO
pa3BUTME BTOPUYHOU PE3UCTEHTHOCTMU K
Tepanuu C3I1, yTo orpaHn4ymnBaeT ee
3acdpheKkTMBHOCTL. [1NA naumeHToB C
aHTN-CFH antTutenamwm 3l aBnsieTcs
MeToaoM Bbibopa [6, 34]. Ansa
npeaoTBpaLlLeHUA NOBbILEHUS YPOBHSA
aHTuten nocne 3II, coueTaHue
nocrnenHero co crepovaamMmv v
MMMYHOCYNpPeCCUBHbLIMU NpenapaTamMmm
npeacrtaBnseTcA 060CHOBaHHbLIM



e [IpoTBONOKa3aHMEeM K nriaamarepanum
ansetcsa 'YC, BbI3BaHHbIN
Streptococcus pneumonia, T.K. ny1a3mMa
B3pPOCJI0Oro YesioBeKa CoaepXuT
aHTUTena npPoTuB aHTUreHa
Tromsen-Friedenreich, KOTOpble
yXyAwarT Te4eHue npouecca.



 bonbwnHcTBO 3nn3oaoB al YC cBA3aHbI
C UH(eKuun, 4yTo odycrnosnuBaeT
Heob6XxoAMMOCTb apaguKaLnmn
XPOHNYECKUX O4aroB ageHouaHom,
TOH3UNNAPHOU U 3yOHOU UH(peKUunn. Y
oTAeNbHbIX OONBLHbLIX peunauBbi
OTMe4YeHbl nocne BakuMHauun. Tem He
MeHee, NoNb3a NocreaHnX
CYLEeCTBEHHO npeBanupyeT Hag PUCKOM



e OAHOM N3 BaXXHbIX KITMHUYECKUX
npob6bnem aBnsieTcsa onpeaeneHue
KpuTepueB NporHo3a 3abonesaHusd. Tak
KaK OKoJ10 50% BbDKUBLUUX nocre
OCTpOro nepnoaa B garbHeUuLwem
HyxparoTca B 3IT (3amecTuTenbHOMU
Nno4Ye4yHoOu Tepanuun) nu TpaHcNaHTauum
NMOYKN, TO U MPOrHO3 B 3HAYNTESIbHOU
cTeneHu onpeaenseTcs pUCKom
Bo3BpaTta al YC nocne TpaHcnnaHTauum



lNepcnekTMBHbLIM HanpaBneHneM nedvyeHus al'YC siBnsetca Bosgencreme
Ha CUCTeMy KOMMNeMeHTa, NpuMeHeHue npenapara,

MHIrMoupyowero cucrtemy komnnemeHTta. K HUM otHocuTtcsa
3Akynusymab (Conupuc), yenoBeyeckue MOHOKIIOHalbHble aHTUTenNa K
C5. 3kynnsymab usBecteH B Tepanmm napoKcuamaribHOu HOYHOM
reMornoouHypun. Xotsi npu ero ynotpeodrieHNn HeCKOsnbKO NOBbILIAETCS
puck uidekuumn Neisseria meningitides (Heobxoaumo oo Ha4vana
Tepanuum NpUBUTbL pebdeHKa), npenaparT B LesyioM HageXHbIAN U XOPOLUO
nepeHocurtca. Pe3ynkraTbl Tepanum otaesnbHbIX 6onbHbIX alYC ¢
noMoLbIO0 3KyNM3ymaba BecbMa oOHagexuBawwme. B uenom, atu
pe3ynkTraTbl CBUAETENIbLCTBYIOT O NepCcneKkTuBe 3Kynm3ymaba, Kak
npenapara, ABnAOLWerocss HOBbIM CTaHAAPTOM fle4YeHUA NaLUNeHTOB C
al'YC. Mo pe3ynkrataM KOHTPOSIMPYEMbIX KITMHUYECKUX UCCneaoBaHUM,
Onarogapsi TOMy, YTO 3KYNM3yMmab MHIrMOMpyeT KOMMIEeMeHT-
onocpenoBaHHyto TMA, Ha Tepanun y 88% 0G0OnbHbIX OTCYTCTBYHOT
HoBble criyydau pa3Butusa TMA, y 80% 6onbHbIX npekpalwaeTcs
remoguanuni, 90% nauuMeHTOB AOCTUralrOT HoOpManusauum
remaTtonorn4yeckux nokasareneun, y 100% 6onbHbIX npekpaLwaroTca
ornepauuu nNy1aaMmoooMeHOB U HET HOBbIX OOSMbHbIX, HY>KAAOLWUXCS B
remoauanuse. bonee 4em y nonoBuHbI 60NbHLIX OTMEYEHO yry4lleHue
dyHKLMM noyekK, B YacTHOCTU Yy 47% DOCTUrHYTO yBenuyeHue
nokasarenei CK®215 mn/mMun/1.73 m2 B cBA3M C TeM, YTO y OOSbHbIX
al'YC HeKOHTponupyemas aktTuBauus KOMMNieMeHTa NpoaomKaeTcs,
PUCK BHE3arnHoro pa3BMTUA OCNOXHEHUN COXPaHAETCS Ha NPOTAXKEHUN
BCEW XXU3HU. [103TOMY Yy TaKUX NaumMeHTOB PeKOMEeHAYeTCA NOCTOSAHHOe
npoBefeHue Teparnuu 3KynmM3ymabom



e [IpoBOAATCA KNMUHNYECKNE UCNbITAaHUA
pacTBOPUMbIX POPM MHIIMOUTOpPA
C3/C5-koHBepTa3bI, peuenTtopa
komnnemeHTal (CRI) Ona BapuaHTac
aeduuntTom HFl paspadbaTbiBaeTcs
peKoOMOMHaHTHbLIN HFI, a TaKkxe
BO3MOXXHOCTb UCNOSIb30BaHUA
AOHOPCKOU nrna3mbl, 6oratou HFI .



