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Pesrome

Besedenue: armnmunbiii remoanTuko-ypemudeckuii cuaapom (al'YC) — peaxoe >KU3HeEyrporKaroree
3aboAeBaHHE, ACCOIMUPOBAHHOE C HEKOHTPOAUPYEMOIl aKTHBAIlell CHCTeMbl KomiaeMeHTa. Uacrora
BcrpeuaemoctH al'YC cocraBaser 1-7 Ha MuaAMOH HaceaeHHA. MyTanuu MeMOpaHO-KO(PAKTOPHOIO Ipo-
TenuHa BBIABAAIOT y 60AbHEIX ¢ al'YC npumepno B 15% cayuaes.

Mamepuanrst u memodsr: IPEACTABACH CAYYall ATUIIMYHOIO TEMOAUTUKO-YPEMHUIECKOIO CHHAPOMA, aC-
coruupoBaHHOro ¢ myranuei reaa MCP. AeBouxa c 2002 o 2014 roa nepenecaa 6 srm3oaos al'YC ¢ mo-
CACAYIOIIIVIM ITOAHBIM BOCCTAHOBACHUEM ITOYeqyHOoH pyHkumu. B Bo3pacre 15 aet mmocae 7-ro sammsoaa y pe-
GeHKa COXPaHAAOCH MOBBILIEHUE YPOBHsA KpearuHuHa A0 200 MkmoAb /A v noBbienne AAI a0 360 EA /A
pu Hopme A0 225 EA/A. B xkannnke HUU ITeanatpun HII3A 6biaa Beiosnena neppoGuorncusi, moA-
TBEPAMBILIAA HaAW4IUe TpoMOoTHYeCcKoi MukpoanruonaTuu (TMA), mpoBeA€HO MOAEKYAAPHO-T€HETHYE-
CKO€ HCCAE€AOBAHHE METOAOM CEKBEHUPOBAaHHA HOBOro nnokoaenus reaos CFH, CFI, CFB, MCPu THBD.
BrrABA€HHBIE MyTAaIMH U MOAUMOP(U3MBI OBIAU IOATBEPIKAECHBI METOAOM NPAMOr0 CEKBEHHPOBAHHA.
Taroxe 3a Bpema HaGAroaeHHA orMmeueHbl TpomGouumronenusa A0 90X10°/a, Hapacranme kpearmHUHA
CBIBOPOTKH AO 378 MKMOAB/A. AeBouke Hauara crierupuyIecKas TePanusa IKyAusymabom.

Pe3yavmamaer: 6b1ra BbABA€HA TOMO3UroTHAA MyTanua reHa MCP ¢.307C>T u roMo3uroTHbIii MOAU-
mopdusm rera CFH c.2808G>T. Ha done Tepanun s3KyAn3yMaboM IIOAYUYECHO 3HAYNTEABHOE YAYUIIICHHE
¢pyHKIIMH T0YEK (110 YPOBHIO KAYOOUKOBOU (DUABTPAIIHM).
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Abstract

Introduction: atypical hemolytic utemic syndrome (aHUS) is a rare, life-threating disease, associated
with uncontrolled activation of complement system. Frequency of aHUS in population is 1-7 cases per
million. Mutations of membrane cofactor protein (MCP) were found in patients with aHUS in 15% of
cases.

Materials and methods: we present a case of atypical hemolytic uremic syndrome, associated with
homozygous mutation of MCP gene. A girl had 6 episodes of aHUS from 2002 till 2014, and had
a complete recovery of kidney function. When she was 15 year old, 7" episode has happened and she had
prolonged elevation of serum creatinine level (200 uM/1) and LDH (360 U/1; upper limit 225 U/1) after
it. In our hospital, we performed kidney biopsy, confirmed thrombotic microangiopathy, and used next-
generation sequencing of CFH, CFI, CFB, MCP and THBD genes. All mutations and polymorphisms
were confirmed with direct sequencing. During observation, we found thrombocytopenia 90x10°/1 and

elevation of creatinine level up to 378 uM. Specific treatment with eculizumab was started.
Results: homozygous mutation of MCP gene ¢.307C>T and homozygous polymorphism of CFH gene
¢.2808G>T were found in a patient with aHUS. A recovery of kidney function was achieved on eculizumab

therapy.

Key words: case report, atypical hemolytic uremic syndrome, aHHUS, mutation, membrane cofactor protein, MCP, eculizumab

Beeaenue

ATHIINYHBIA TEMOAUTHKO-YPEMHYECKUH CHHAPOM
(al'VC) orrocuTes K rpymie opdaHHBIX 3a00ACBAHIHT
n npeactaBaser coboit TMA ¢ mpermyInecTBeHHbIM
HOPAKEHNEM II0YEK, OITOCPEAOBAHHYIO HEKOHTPOAHPY-
eMOI1 aKTHBAIIUEH AABTEPHATUBHOIO ITyTH KOMITACMEH-
TA C IIOCACAYIOIINIM ITOBPEKACHHEM SHAOTEAHS.

O6menpusaannoro omnpeaesenns al'VC me cy-
mectByer. OAHO u3 mMmeroruxcs raacut, aro al'VC
ato I'VC ©e3 comyreryrommeit 60oaesan [13]. [oa co-
IYTCTBYIOIIEH  OOAE3HBIO IIOHHMAIOT —I€MOKOAHT,
Bo3BaHHbl  STEC-mH@eKImel, ITHEBMOKOKKOBYIO
ITHEBMOHHIO, CUCTEMHYIO KPACHYIO BOAYAHKY, TPOMOO-
THIECKYIO TPOMOOIHTOIICHUIECKYIO IIYPIYPY, HACACA-
CTBEHHBIEC HAPYIIEHNA OOMEHA KODAAAMUHA, ITATOrCH-
HOE BO3ACHCTBHE ACKAPCTB U APYIME IIATOAOTHYECKUE
cocrosiHms, crrocoOHbe Bo3Bath TMA. B Goace y3kom
n TpaauroHHoM norumarnu al ' VC — ato I'VC, onoc-
PEAOBAHHBIN ANC(YHKITIEH CHCTEMBI PETYAAIIIH KOM-
ITAGMEHTA C HEKOHTPOAHPYEMOH AKTHBAIIICH €I0 aAb-
TepHATHBHOIO Iyt |2, 14].

Arnnraneii Bapuant coctaBager 5-10% or Beex
cayuaaes I'VC y AeTeit 1 B OCHOBHOM ABASETCHA CACACTBU-
€M HAPYIIEHHA PETYAAIINH CHCTEMBI KomrraemenTa. [To
AQHHBIM PAa3ANYHBIX HCCAEGAOBAHMI PAaCIPOCTPAHEH-
noctb al VC koaebaercsa o1 1 A0 7 cAyuaeB Ha MHAAMOH
naceaeHud [13, 16].

ITatorenes aI'YC

[Ipr HOPMAABHOM PEryAALME AKTHBAIIAA KOMITAC-
MEHTA CITeNU(DHIECCKH HAIIPABACHA Ha ITOBEPXHOCTDH
MHKPOO2, OAHAKO ITOAABAACTCSA HA ITOBEPXHOCTH KACTOK
xossnHa. [lpu akTuBamum KomIrAeMeHTa OOpasyercs
kouseprasa C3bBb, koropas mpuBoAut K mpespartie-
nuro C3 B C3b. B pesyabrate IpOMCXOANT OTAOMKE-
unue C3b Ha HOBEPXHOCTH MUKPOOOB (OIICOHH3AIIA)
u opMHpOBAHIE MEMOPAHOATAKYIOINEIO KOMIIACKCA
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(MAK mam C5b9). Ha moBepXHOCTH KAETOK XO3AHHA
3TOT IIPOLIECC CTPOrO KOHTPOAUPYETCH OeAKAMH-PEry-
AATOPAMH, K KOTOPBIM OTHOCATCH: KOMIIAGMEHTAPHBIH
daxrop H (CFH), dakrop 1 (CFI) u CD46 nan MCP
(MeMOpaHHBII KOAKTOPHBIN IIPOTEHH, HE HIUPKYAUPY-
TOIIMIT IIPOTEHH, 3aKPEITACHHEIN Ha IIOBEPXHOCTH KAC-
TOK). MyTarmu sTux GEAKOB IPUBOAAT K YTPATE 3AIIUTHL
9HAOTEAHAABHBIX KACTOK OT HOBPEKACHUA KOHEIHBIMI
IIPOAYKTAMU AKTHBAIIMH AABTEPHATUBHOTO IIYTH KOM-
mAeMeHTa. VIHBIME cAOBaMU, HAPYIAETCA IIPOLIECC II0-
AABAEHISA U3OBITOYHON aKTUBHOCTH CHCTEMBI KOMIIAC-
MEHTA, YTO IPUBOAUT K PEAAU3AIINI ITOBPEKAAIOIIEIO
ACHCTBHA KOHEYHBIX ITPOAYKTOB €IO aABTEPHATUBHOTO
IyTH Ha KACTKH 3HAOTeAns ¢ passutueM TMA [2, 4,
16]. al'VC acconnupyercs ¢ myraruavmu CFH y 20-25%
narmentos, MCP y =15% u CFI y =10%. Myrannn
daxropa B (CIB) Bcrpeuarorest kpatime peaxo (1%),
B TO BpemA Kak myrtarpn C3 dbpakmnu KOMIIAeMEHTa
serpeuarorcd vy 10% manmentos. Peakumu asasroTcs
myrarun reHa TpomOomMoayauna (IHBD). ITpubau-
suteAbHO 10% A€Tell MMEIOT COYETAHHBIE MYyTALUHH.
B aomoamenue, 10% aerefll HMEIOT IIPpHOOPETCHHBIN
dyuxrmonaapnei Aecpurnt CFH B cBaAsu ¢ maaumauem
anu-CEFH anrurea. Toasko 30% al'VC ceroans ue Ha-
XOAHUT AOAKHOIO OOBACHEHHSA C ITO3UIIUH MOACKYAAP-
HOII reHeTuku |8, 9].

Anaraoctuka al'YC

AAf TIOCTAHOBKHI 9TOTO AHATHO32 Y PEOEHKA AOAKHBI
OBITB HCKAIOYEHBI IIpovre IpuduHsl passutud TMA,
B rrepByto odepeab — Turmunbii I'VC (SCTEC-IVC),
ACCOITMMPOBAHHBIA C INHIA-TOKCHH IIPOAYIIHPYIOIIEH
E.Coli. B paae cayuaes B aebrote al'VC Takixe ormeda-
eTcA AHapest, IO9TOMY HEOOXOAUMO CBOEBPEMEHHOE FIC-
karouerne STEC-nndeknnn, paBHo Kak u HHEEKIHHT
Streptococcus pnenmoniae 1, 2]. Ilomumo atoro, caeayer
HCKAFOUHTD CHCTEMHBIE 3200AEBAHHA COCAMHHTEABHOMN
trarn. Ocoboe BHIMAHIE CACAYET YACAUTD HCKAFOUE-
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HHIO TPOMOOTHYECKOH TPOMOOIIMTOIICHUYECKON TIyp-
uyper (TTII). B kagectBe amarmocrumueckoro mapkepa
TTII Bercrymaer axrusuHOCTS (paxropa ADAMTS 13,
OTBETCTBEHHOTIO 32 MHAKTUBAIIUIO ITYTEM PACITICITACHHUA
(cleavage, amra.) daxropa BuaseOpanaa, cHmxenme
ADAMTS 13 (menee 10% oT HOPMBI) MOXKET IIPHBO-
AUTB K Pa3BUTHIO TPOMOOTHYECKONH TPOMOOIINTOIICHH-
9YecKOM Iyprypsl. Takke HEOOXOAMMO HCCAEGAOBAHHE
ypoBua amTuteA Kk daxropy H xomiaementa, IOBEI-
IIIEHIE KOTOPBIX MOKET CBUAETEABCTBOBATD O HAAMYHH
amTuTeao-omocpeaoBanuoi gopmer al' VC [7]. Moae-
KYAAPHO-T€HETHYECKNI aHAAM3 I€HOB, PEIYAUPYFOITHX
CHCTEMY KOMITAEMEHTA, TPEOYET 3HAYNTEABHOTO BpeMe-
HH U IIOAYY9EHHE €r0 PEe3yABTATOB B OCTPOIl hase 3a-
OoAeBaHIA IIPAKTHYECKN HepeaAbHO. Bumecre ¢ Tem, on
KpafHe KEAATEACH B IIPOLIECCE HADAIOACHHA 32 DOAB-
HBIMH AAfl OIIPEAEACHHS CTPATEIHMH HX AOATOCPOYHOM
TEpPAIINK U OLIPEACAECHHA IIPOrHO30B [3, 13].

Hexoropele uudekun (BEpXHHX ABIXATEABHBIX
IyTeH, raCTPOIHTEPHUTHI) MOIYT CAYAKHUTH TPHITEPOM
HepBOro 1u30Aa 1 pernuansos al VC, HesaBucumo ot
ICHETHYECKOro BapuanTa, y 2/3 mauumenrtos. Awmapes
ssasercsa Tpurrepom al VC y 1/3 marentos, uro uHO-
raa sarpyanser auddepennnanuio ¢ tummaasM [VC
2, 13].

ITporuos

B neaom mporuos al'YC mebaaronpusraeri. Cymept-
HOCTB B OCTPOH craaun coctaBasgeT 5-10%. [Tpubausu-
TeApHO y 50% IAIMeHTOB Pa3BUBACTCA TEPMUHAABHAA
XTITH, wame B Teuenue 1 roaa or Havasa manudecra-
1un. DKCTPAPCHAABHBIC IIPOABACHHSA, 9YaIlle ITOpPaKe-
mue HHHC (cyaoporm, xoma, miremudeckue Odard Ha
MPT) ormeuarorcs me meree deM y 20% IAaIeHTOB.
Hanboaee GAAronpuATHBIN IIPOTHO3 OTMEYAETCH IIPH
naananu MCP myrarpm, HanboAee HeOAATOIPUATHBIH
— npu CFH n couerannex myranuax. OIucansl cAy-
van passutug al'VC He TOABKO IIPH HAAMYHI MyTAITHIA
CFH, HO u 1pH HAAMYHH HEKOTOPHIX HOAUMOP(H3-
MoB B AanuoM rere [10]. V 6oapmbix ¢ antu-CFH anri-
TEAAMH B CAYYa€ PAHHEIO ACYCHHA IIAA3MAOOMEHAMH
3aboAeBanne mmeer OaaronpuaTHoe tedenue [13, 14].
Pertmamser al'VC oTmeuaroTcs Ipu Bcex BapHaHTAX,
qarrie y manuerTos ¢ mytarueit MCP. B 6oapmmmmcTBe
9THX CAy4YaeB (PYHKIHUA ITOYEK ITOAHOCTBIO BOCCTAHAB-
AUBACTCS, XOTA OIHCAHBL H CAYYaU HEOAATOIPUATHOIO
tegerns 3aboAepanma ¢ myranuamu MCP. ITpomexy-
TOK BPEMCHI MEKAY PEITHAMBAMU MOKET KOACOATHCA OT
HECKOABKHUX HEAEAb AO MHOTHX AeT [15].

Tepamua

ITaazmoTeparms AOATOE BpeMsA OCTaBAAOCH IIEPBOI
AMHHEN Tepanud. TeM He MeHee, ITO AAHHBIM PETpPO-
CIIEKTUBHBIX HCCACAOBAHMIA, €€ IIPIMEHEHHE, HECMOTPS
Ha KPaTKOCPOUHBIN 3 DEKT HE IPEAOTBPAIIACT PA3BH-
te tepmuHasbHON XITH. Cpexesamoporkennas 1maas-
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ma (C3II) sBaserca ncrounukom HopmasbHerx CEH,
CFI, C3 n CFB. C HOMOIIBIO IMAA3MAOOMEHOB YAAAS-
rores myrantaeie CFH, CFI) C3, CEFB u antu-CFH an-
turteaa [2, 11, 13]. [Taasmorepanms apdexrura B Han-
6oabmeii crenenn npu myranuax CHH. TTpu myrarmax
MCP >ddeKTUBHOCTD IIAA3MOTEPAIIHY 3HAYUTECABHO
HITAKE, TAK KaK KOAHPYEMBII OEAOK SKCITPECCHPyeTCs Ha
KAETOYHBIX MEMOpaHaX, TO €CThb B TBEPAOH (ase, a He
B LUPKYAALINM.

Tepanepriraeckmii TOAXOA K al'VC ObIA paAnKaABHO
YCOBEPIIIEHCTBOBAH C OTKPHITUEM 1 BHEAPCHHEM B KAH-
HITYECKYIO IIPAKTHKY SKYAH3yMabda — IYMAHH3HPOBAH-
HOI'O MOHOKAOHAABHOTO aHTHTeA2 K C5-(bpakimu tep-
MHHAABHOHI CTAAHH KACKAAd KOMIIAGMEHTA. DKYAU3yMaO
npeAoTBpartaet paciienaeane C5, Beayiree kK 00pasoBa-
HUIO IPOBOCHAAUTEABHOIO C52 H IPOTPOMOOTUIECKOIO
C5b-9 KOMITOHEHTOB, TeM CAMBIM YCTPAHAfA UX IATOICH-
Hoe AciicrBue. K HacTofAImeMy MOMEHTY OITyOAMKOBAHBI
PE3yABTATHI AcUeHHA 9KyAH3ymMabom Ooaee 189 marmen-
toB ¢ al'VC, 1 npenapar 0A0OpeH BO MHOTHX CTPaHAX,
B ToM 4ncae u B Poccun [3, 5, 7, 13]. C yaetom eanmmrd-
HBIX COOOITIEHNH O PUCKE Pa3BUTUA MEHUHIOKOKKOBOTO
MEHHHTHTA Ha (DOHE IPUMEHEHHA IKYAH3yMaba peko-
MEHAYETCS TIPEABAPUTEABHAS BAKLIMHALIAS U/HAH 1IPO-
uaakTIIecKOE TPUMEHEHIE AHTHOMOTHKOB.

Hecmotrps Ha maroremermdeckyro 0OOCHOBAHHOCTD
ITOKM3HCHHOH TEPAINU Y HOCHTCACH MYTAITHI TICHOB
CHCTEMBI KOMIIAEMEHTA, AAMTEABHOCTD TEPAIIMU IKYAH-
3yMa0OM OCTAeTCA IIPEAMETOM AHCKyccuil. B eamnma-
HOM COOOITIeHnH 00 OT™MeHE dKyAn3ymada y 10 B3pocabix
OOABHEIX y TPOHX OTMedeHbI penuAusel TMA ¢ mpo-
IPECCHPYIOIINM CHIKCHIEM ITOUedHON (yHKImu [6].

Cpean Aeteil ¢ ITOTPEOHOCTBIO B TPAHCIIAAHTAIIUH
IIOYKH, BO3HHKIIEH B HcxXoAe meperecennoro I'VC,
AOAfl OOABHBIX C ATHITHIHBIM BAPUAHTOM MOKET AOCTH-
raThb IIOAOBHHEL

Puck Bosspara al' VC cpasy 1mocae TpaHCIIAAHTAIIII
YPE3BBIYANHO BBICOK V IarueHToB ¢ myrarmavu CHH
(~80%), CFIu C3 (>50%). TpaucriaagTarys IpoBeAcHa
Beero 3 marpenTam ¢ myrareii CEB, Bee motepsasu moy-
ki1 B pesyAbtate Bosparaoro al'VC. ITockoApky Tpamc-
IIAAHTHPOBAHHAA IIOYKA HE COACP/KHT MYTHPOBAHHOIO
MCP 6eaxa, Bepostrocts Bosspara al VC mpu s1ux mMy-
TAIIIAX OYCHb MaAd. DOABIIIMHCTBO DOABHBIX IIpU BO3-
spare al VC tepsaroT modyku MeHee, geM uepes 1 ToA.

[Tockoapky CFH, takske kak u CFI, CFB u C3 cun-
TE3UPYIOTCA B IIEUCHHU, KOMOMHUPOBAHHYIO TPAHCIIAAH-
TAIMIO TIEYEHN U ITOYKN, AHOO H30 AMPOBAHHYIO TPAHC-
IIAQHTAIIMIO TIEYEHN B CAYYaE€ COXPAHHOM (DYHKIIUH
[IOYEK MOKHO PAacCMATpUBATh KAK BAPHAHT TEPAITH.
OAHAKO ITPEABAPUTEABHBIE PE3YABTATHI IIOKA3AAH, ITO
AQHHBIH METOA YCTyIIaeT 110 3(p(PEKTUBHOCTH IIPUMEHE-
HHIO 9KyAn3ymaoa [17].

Kaunuueckuii npuMep:

Aesoura . 15 aem nocmynuaa 6 kaunuxy HITE I Tedu-
ampun «HILI3A» 6 c6asu co cruncernnem @ynxyuu novex, ap-
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mepuanioll cunepmensuell, na0Xo noodaruelcs Koppexiyui,
eunepudpamayued (omexu auya, oeret, c0n).

Ao sospacma 3-x aem desouxa pocaa u passusasace
no eospacmy. B 2002 ¢. (3 z00a) passusca nepswtii 3nuzo0
nomemenus Moy, oauypun. Bo epema  eocnumanusa-
YUY 10 MECHLY HCUMIENbCINIEA KOHCIIAMUpPOsara ocmpas no-
Yeuran  HeOOCIanouHocmy,  CONpPOBONIABHULAACA  aHeMHU-
ell,  mpoMboyumonerues,  npomeurypuet,  apmepuansHol
eunepmensued. B cocmase  xomnaexcron  mepanuu  noy-
Yana 3aMecriumeniylo noueuyr0 mepanuio (2eMoouass)
6 ocmpom nepuode, naasmomepaniro (mpancgysuu C3I1,
naazmaghepes),  cmepoudnyIo  mepaniiso, HasHauennyw, oe-
posmro, us-3a sHawumol npomeurypun. Ha gpone nposodu-
MO20 J1eUeHUs NOAYUEHO NOAHOE BOCCIIANO6ACHIE NOYEUHBIX
PyrKyuil.

B danvnetmem 6 mevenue 13-u nem ommeuasocs eue 6
no0obsrx 3nu30006. Peyudusarnt npedmecmsosanu ungex-
YUy 8EPXHUX QbIXamessHsLx nymet, ompasaetue tasom (?),
CIIPENnINO0EPMUS, IMOYUOHANBIBLE HAZPYSKU.

ITocne nepsoco peyuousa (2003 200) svinosmena regpo-
Ouoncun (kapmuna coomeenmcmeosana nocaedcmsuim 1Y C,
bos1ee nodpodnsrx ceedenuil rem). Bo spema neckonviux: pe-
YUOUBOE 11ANCECIIs NOYUEUHO20 N06Pencoeriia mpebosana npo-
6ederius samecrmumensiol novedrion mepanuu (4 nusoda
nompebosanu nposedenusn cemoduanusa). Bo spema snusodos
TPOMOOIIUYECKOT MUKDOaHUONamu NOAYUANG NPEHTHIONW
mepanu: naasmagbepes, cemoouans, npeonusoqon. Ha gorne
mepaniiy 00Cmuzanca noSOHUNeAsHbLI PPN ¢ npexpatye-
HUeM 2eMOOUANU3A U NOSHBIM BOCCIIANOEACHUEM NOYEUHO
Dynxyun no kaybouxosod puavmpayun. Maxcumansvias
Qaumensrocms duanusa 7 cymox. B 2013 200y 60 spems oue-
peorozo peyudusa (namozo) 63anvt 0Gpasysl Kpos 044 uccae-
dosarus axmusrocny memanionpomeuriasst ADAMITST3
(axmusrocms 100%) u onpedenernue anmumen K paxmopy
komnaemenma H (AT x« CEH 37%).

L lecmoii peyuous — 6 2014 200y, 3a 3 mecaya do no-
cmynaenus 6 omoenenue negponoeuu HII3A. Ha gone
IMOYUOHANBIHO20 CPBI6a ) 0e60MKU NOACUNNUCL AUXOPpadKd,
0AU2ypUA, Han00st Ha moutHony, peonry. 1 ocnumanusuposa-
Ha no mecmy scumenscmeéa. Ommenanocs npozpeccusroe ra-
pacmariue KpeamuHiuna, aHeMmull, mpOMOOYUNIONeHU, maK-
ey 0e60uKU Habardaracs na0Xo no00armascs mepanuu
apmepuanviias sunepmensus ¢ nooveMamil CUcHIONUecKozo
AA 00 160 yvm prr.cm. Ha pore mepanuu Guconpososom,
so3apmarom, rugedunurnom. Ilosyvana cmepoudnyo mepa-
nur, mparcgysuuy csexncesmoposcerron naazmor (C311), 3pu-
mpoyumaproil macest, niaimagepes, eemoouanus. Ha gore
mepanuii nOAYUer YacmuH Ll NOA0NCUINENbHBIIL Pe3)AbInant:
npexparnyer 2eMoOuanU3, 00HAKO LUNEPAZOMIEMUA COXPAHANACH
(xpeanmunun corsopomxu 0o 200 mxmons/a), maxwce co-
xpananace mpomboyumonenus, do 130X10°, desouxa npo-
dosncana  nosydams  naasmomepanuro  (ungysuu C3I1).
Iocmynuna 6 xaunuxy HLI3A 28.08.2014 6 sospacme 15
sem. Tlpu ocvompe y desouxu ommeuanace nemexuansias
COLIb, MHONCCCIIBEHHBIE IKXUMOILI 6 MECIax: BeHenyHKyul,
OMEUHOCIIIL AUYa, 20.1eHell, CI100, paciiupenue neprymopHyIx
cparuy cepoya 6.1e60, Gpaduxapous 0o 50 yoapos 6 Mmunymzy,
apmepuansiian  cunepmensus  120-135/100 mm pmr.cm.
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¢ nodvemanist A 0o 165/ 110 vm pmr.cm., Kynuposasuiecs
nugpedununom 10 ve. Auypes npu nocmynaenuu 850 ma/
YK,

ITpu nposederun Y3 eviaenera c60600nasn scuoxocms
6 NAE6PANBHON NOAOCIIU U 6 NEPUKAPIe, YMepertioe pacuupe-
Hate nOA0cell cepOya i Mazuempanbulx cocydos, ocaabaeriue
noUeUH020 KpoB0moKa, omeymcmeue OuppepernyuposKu c1oes
napenHxuMsvl nouex.

Ilo  danneive  nabopamoprwex  ucenedosarui  ume-
A0 Mec/no  nosvlulerie  YPOSHA  KpeamuHuta  cv180poni-
ku do 200 mrmons/a, ymepennan  mpomboyunonenus
(137X10°/21), npomewrypus 5 /a1 (no  mecm-nosocke)
u ymepennoe nosvuuenue yposna AAL do 360 EA/a (pe-
pepencvre snavenun 91-225 EA/ 1), npu omeymemsuu are-
Muy (zemoznobun 116 2/ ).

C 31.08.14 y oesouxu 6Ho6s ommeuanocs yxyouterue
COCIIOANUA: MHO20KDamHaA peoma ta ote UHmoKcUKay,
auxopadky do 39,3 C. Yoanern yermpansusiii Kamenep,
Havama — anmubaxmepuanviias  mepanus  (yegmuparcorn
1000 wz/ cymxu). Ha gporne mepanuu docnmuznym nosoncu-
menvnstti sgppexm. 1o danmeim sabopamopreix uccaedo-
6anuil y 0es0uKi 6 darnwlii NEPUOO 07IMeYaI0ct Yeyeybaerie
mpomboyumonenuu (9o 90X10°/ 1) u napacmanue xpeaniu-
Huna 0o 378 mxmons/ 4. Yuumeisan yxyouterste cocmonnus,
nposodusace naasmomepanusn (C3I1 325 ma Ne3) ¢ noqo-
HCUIMCAHBIM IPPEKINOM 8 ONIHOMEHUU 17POMOOYUINIONEHI
(144X10°/ 1) u cunepasomemuu (kKpeanunun cor80pomixu om
03.09.14 — 289 mxmons/ ).

02.09.2014  swtnosnera  nosmopras  Heghpobuoncus.
B npenapame 8 xaybouros, 6 4 us nux npocsem xanunnzp-
HBIX NENIeNL HPAKIMUUECKU OMICYIMCIIEYen! U3-3a Hab)Xanus
u  npoaugepayuei  sndomennanvupix  Kaemox. Cmenxu
KanuaigpiuLx nemens Ymoauferst, UMeromca eounuunsie
osotinste Kornypor (Puc. 1). B bosvuurncmse us ocmasuux-
A KAYOOUKOE OMIMEUACHICA UIeMUA KanALAPHEIX Nement
pasaununodl svipancerrocmy. B 2 waybourax onpedessronica
YUACHIKU CONUOUPUKAYUY KanUANAPHBLX NeNes ¢ 06pa3osa-

Puc. 1. Kay6ouek ¢ Habyxanuem
¥ npoAnpeparyieil 9HAOTCAMAABHBIX KACTOK.
Aprepus Mas0oro kaAuGpa C BBIPAXKEHHBIM CY>KEHAEM
IPOCBETA 34 CYET PACIIMPEHUA CYyOIHAOTEAHAABHOTO
IIPOCTPAHCTBA U MyKOHMAHOTO HaOyXaHMA HHTUMBIL.
(Oxpacka o Maccony X 100)



Cry4ait QTUNMYHOTO FEMONMTUKO-YPEMMHECKOTO CHHAPOMG, ACCOLMMPOBAHHOTO ¢ MyTaupeit rena MCP, kogupyiowero...

Puc. 2. Opranusosansslii TpoMG
B IIPOCBETE IPUHOCALIEH apTePUOABI

(Oxpacka o Maccony X 100)

Huem cpaupenuti ¢ Kancyaoti boymera. Augpgysro-ouazoswiii
CKACDO3 UHIMEPCIMUYUA U ampOPUA KAHANLYES, 3aHUMAINHE
oxon10 30-40% naomadu naperxumor. Hecneyugpuueckas un-
Duavmpayus unmepcmuyua 60cnansumeNHLIMU KAHIKAMU
6 3omax cxaeposa. Apmepun — 0dna apmepus manoeo xanu-
Gpa, npocsem Komopoll pesko cyxcert 3a cuemt pacuupenus cy-
03HO0MIENUANBHOZO NPOCHIPAHEINEA 1 MYKOUOHO20 HAGYXaH!A
unmumer. Apmepuons: — myxoudioe nabyxarue unmuMel.
B npocseme 00noii npurocamedi apmepuonst onpedensenica op-
eanusosanmnvrtl mpomo (Puc. 2).

Taxum obpasorm, bGerau  ewinsaernve npusnaxu TNA
(ymonumyerite KanuAnApHbIX CINIEHOK, 7POMG 6 apmepuoe,
OMICYIICIIBIE COCUEHUA NPU UMMYHOGDAI00pecyeHyul).

Vuumvisan nasuuue y desouxu peyuousupyromei 1mpom-
bomuyeckoli MuKpoarenonanmut, nocmasaet OuazHo3 anii-
NUUHBIEL 2eMONUNUKO-YPEMUYECKULL CUHOPOM.

Basamr o6pasey 1posu 014 mosexyagpro-ceHemuyeckozo ue-
CAC008aNIUA 26108, PEYAUPYIOMUN CUCHIEMY KOMNACMEHIIA.
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Memodom  cexsenuposarus 106020 noxosenus uccaedosarivr
eenee CFH, CFI, CFB, MCP (CD46) uw THBD. ¥ de-
souxy estasaeHa muccere-mymayus ¢.307C>1T 6 cene MCP
6 20MOSULOMHOM COCHIOANUY, Onucannan panee ) 00abibX
calVC [12] u noavmoppusm ¢.2808G>T 6 zene CFH
6 20MOSUZONIHOM COCHIOAHUM, 1AKICe ONUCAHHBLE ) O0AbHBIX
cal VC [11].

Vuumeisan npusnaxu axmusron TNLA, peberxy Hava-
ma mel/ug‘}uum(m ouos0zuveckas mepanusa  npenapaniom
anti-C5a IKYAU3yMabom 00 noayueHus pe3yasmanos Moaexy-
JApHo-zerenuyeckozo uceaedosarug. B omoenenuu nposederer
nepsvre 2 ungpysuu paser undyxyuu 6 dose 900 me (12.09
u 19.09.14 2., coomeememsento). B coomeenmemsuu ¢ un-
cmpyKyuedl K npenapanmty, neped Haua oM 6uoa02udeckor me-
panuy 0esouxa Ovina Saxyunuposara npomiue MeHuHz0KoK-
KOB0U U 11HEBMOKOKKOB0L UHGDeKyul, a maKmce 011 nposeder
HPODUAGKIIUUECKUT KYPE AMOKCUYUANUHOM | KAABYAGHANIOM
C YHENIOM HPeOUecIB06aBHULUX UHGDEKYUOHIBIX 0CAONCHEHUI.
Io danneim aabopamoprsix uccaedosanui, nocie nepsvix
08yx 66edenutl IKYAUIYMaba UMesd MecHI0  NOA0NCUIENb-
HaA OuHamuKa 6 onHomenuy Mapepos axmusrocmu 1NA
Oposers AAL 266 EA[a, mpomboyumos 178X10°).
Apmepuansran eunepmensun cxomnencuposana ta gpone co-
uemanozo npuema aosapmaria 100 se/ cymu, Guconponosa
3,75 e/ cymrcu, amaodununa 7,5 me/ cymxu u undanamuda
2,5 me/cymru. Ha gpore mepanuu xynuposasca omeurniii
CUHOPOM U 2eMoppacuueckull cundpom (He 3agurcuposaro
noA6.eHIe 110601 NEMEXUANLHOU CINU).

Aanvieduas mepanus sKyau3yMabom nposoounics no Me-
cmy scumensvemea: 2 ssederus no 900 me mna 3 u 4 nedese,
samem no 1200 me pas 6 2 nedean. Berasaerue y desouxu
paree onucariozo Kax accoyuuposantiozo ¢ al YC noanmop-
Gusma 6 eere CEH, ¢ named mouxu 3sperus, A6u10cs 0ono-
HUINCALHBIM  APZYMEHNIOM 6 1N0Ab3) NPUMEHEHUA 11epantin
IKYAUIYMAGOM.

3a 3 mecaya wa gore mepanuu IKYAUYMaboM peyudusos
He Gvrno. Ommenanocy npozpeccusroe cruncere Yposrsa xpe-

anmunura kposu. Ilo cocmoanumn na cepedurty

378 —l— KpeatuHuH (MKMonb/n)

A 3xynuzyma6 900 mr

cenmadpa 2015 eoda yposers rpeamurura
113 mxmons/ 4, cemoznobun 108 2/ a1, mpor-

oyumer 240X10° /s (Puc. 3). Tlpusiaros

AKIIUBHOCHIU. 172POMOONIUYECKON MUKPOAHZUO-
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namuu na Qore JAe4eHUs Henr: OmCYIICINEYent
mpomboyumonernus, aremus, yposens Al
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200 201

6 pamiax pegpepencrvrx savernud. Camo-
uyscmsUe  0e60UKU  YOOBNEMBOPUMIENbIHOE.
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D

159

WMs waunuueckux npossaenuii coxparnsenica
THONBKO  apmIepUanbiian cunepmensus, noy-

150

100

\-117,8

yaem mepanuro ao03apmarnom 100 e/ cymxu
u urdanamudom 2,5 e/ cymxi.

50

OGcy>xaeHue

09.aBr 29.aBr 18.cen 08.0KT 28.0KT 17.HoA

Puc. 3. AMHaMHKA KOHIIEHTPAIUU KPEATUHHHA CHIBOPOTKH KPOBU

Ha (OHE TEPAIINU IKyAN3yMaboM

o AAAAA A A A A

07.neK

[TpoOAemMa AMATHOCTHKH U ACYCHUSA
al'VC aBaserca oAHOI M3 HamboAee 00-
CYKAAEMBIX B HE(PPOAOTHIECKOM COO0-
mectBe. Hanboaee caoxaBIME BOIIpOCa-
MH CYHTAIOTCHA BepH(UKAIINA AHATHO32,

27.0eK
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3ATPYAHEHHAS 32YaCTYIO OTCYTCTBHEM AOAKHOTO FHC-
KATOUYeHHA B AcOroTe OoAesHH nHbIX IpuanH TMA,
takux kak STEC-I'VC, TTII, cucremuas kpacHas BOA-
YAHKA U APYTHE.

Veyrybaser cuTyanmro OTCYTCTBHE AOCTYITHOCTH
MOACKYAAPHO-TEHETUIECKNX NCCACAOBAHUI BO MHOTHIX
PErHOHAX, PABHO KaK U IIOAHOOOBEMHBIX MOP(OAOTH-
YECKHUX FCCACAOBAHMIL. Bce 9T0 MPHBOAUT K 3a11o3aa-
AOH IIOCTAHOBKE AMArHO3a U HAYaAd CHEIU(UIECKON
TepaHI/II/I /\I/I6O K HeraBI/IABHOMy AHarHOSy. yLII/ITbIBa.ﬂ
KpaifHe BBICOKYIO CTOMMOCTb ACYCHHUA dKYAH3YMAOOM,
HE BBI3BIBACT COMHEHHI HEOOXOAMMOCTD AAABHEHIIIE-
IO COBEPIIICHCTBOBAHUSA AUATHOCTUKI C IIPHMEHEHUEM
BCEX YHOMAHYTBIX METOAOB. OCOOYIO BaKHOCTD IIPO-
BCACHHA MOACKYAAPHO-TCHETHYECCKOTO HCCACAOBAHIA
UMeeT B OTHOINECHHU BBIPAOOTKH IIPEA- M ITOCTTPaH-
CIIAAHTAIIOHHON CTPATErHU IIPUMEHEHHA 9KYAH3YMa-
0a, YIHTHIBAS 3aBUCHMOCTD YacTOTHl Bo3Bpata TMA ot
THIIA MyTAITHN.

HpHBeAeHHmfx’I KAIHUYCCKII IPUMEP ACMOHCTPH-
pyer xapaktepuoe Ttederne al’VC AAfl MarpeHTOB
¢ myrammamu rera MCP, Berpaaroreecss B 9acTOM
PCIUAMBHPOBAHUE  OOAE3HH. AAHHBIE MOACKYAAD-
HO-T€HETUYECKOTO HCCACAOBAHHA BBIBHAN MYTAIHIO
reaa MCP, tarr KOTOpPOI coraacyercs ¢ KAMHUYECKIM
BApHAHTOM 3a00A€BaHUA. BBIABACHHBIN HAMH ITOAH-
mopdusm rena CFH, omucanusiii y 6oapnbix ¢ al' VC,
MOKET BAHATD Ha TEICHHUE OOAC3HH, OOYCAABANBASA €IO
OOABIIYIO TAKECTh. AHAAN3 IIPOBOAMBIIEHCA paHee
TEPAITNH ITO3BOAAET ITOCTABUTD ITOA COMHEHHE I[EAECO-
0OPA3HOCTh CTEPOMAOB U ITAA3MATEPAIINH, ITOCKOABKY
nmenHo mpu myranuax reHa MCP ux abdekruBHOCTD
HE IOATBEPKAEHA. BMecTe ¢ TeM, coueTanme ¢ HaAHdH-
em noanmopdusma CHH HOCAYIKHAO AOIIOAHHTEAD-
HBIM aPIYMEHTOM B ITOAB3Y MHUIIMAIIMM H IPOAOAKE-
HEA TEPAINH SKYAH3YMAOOM B AAHHOM KAMHHYECKOM
upumepe. Ha done marorenermdeckoi reparmu sKyAu-
3yMaOOM MBI OTMETHAHM YAVYIICHHE ITOYCIHON (DYHK-
OUH II0 KAYOOYKOBOH (PUABTPALMH H OTCYTCTBHE
peranBoB TMA ¢ yAydIneHneM KagecTsa JKU3HH B Te-
YEHME TIOAYTOPA ACT K HACTOAIIIEMY MOMEHTY.

Toooepsrcaro  eparmom  Poccutickoeo Hayunozo gorda
Ne 14-15-00994.
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