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I'emomuTuko-ypemuaeckuii cuaapom (I'VC) — aro 3a-
6oneBaHue, BKIOUaonee HenMMyHHYIO (Kymbc-oTpura-
TEJIbHYIO) I'€MOJUTHYCCKYIO AHEMUIO, TPOMOOLIUTOIIE-
HHUIO U IOPAKEHHUE MOYEK [70].
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Y pertei myCKOBBIM (PaKTOPOM PA3BUTHA 3100I€BAHNA
Yalle BCETO CIYKUT Escherichia coli, mpoaynpyiomas
IIUTA-NOLOGHBIN TOKCHH (StX), 4 THIIMUHBIM [IPOSABIECHU-
eM 3a6onesanu apaercsa guapes («I+ ['YC), uacto Kkpo-
BAHUCTOI'O Xapakrepa. OCTpas no4eyHas HELOCTATOY-
HOCTb Habmogaercs B 55-70% ciydaes [79], OHAKO B
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OOJIBIIMHCTBE CIIY4aeB (4O 70% IO PA3INYHBIM JAHHBIM)
(PYHKLIMA IIOYEK BOCCTAHABINUBAETCA [35, 70].

I'VC, He aCCOITMUPOBAHHBIN C IUTA-TOKCHHOM
(non-Stx-HUS)

I'YC, HE ACCOIIMMPOBAHHBIN C IUTA-TOKCUHOM (NON-
Stx-HUS), BKIIOYAET reTEPOreHHyIO I'PYIITY MAL[UEHTOB,
Y KOTOPBIX 3THOJIOTMYECKOE 3HAYECHNE NH(DPEKIINH, BbI3-
BAHHOI OAaKTEPUAMH, OOPA3YIOMIMMU IMUT'A-TOKCUH U
MIUTA-TIOI0OHBIE TOKCHUHBI, OBUIO UCKIIIOYEHO. DTa POp-
Ma ['VC MOXET HOCUTD CIIOPAJAUYECKUN WIA CEMEHHBIN
(T. €. 3260/1€BAaHNE OTMEYAETCS OOJIEE YEM Y OJHOIO WIe-
H4 CEMBU U BO3/JICHCTBUE StX UCKIIIOYEHO) XapaKTep. B 11e-
JoM ucxoy npu non-Stx-HUS xyxe. [lo 50% ciryaaes npo-
TEKAET C PA3BUTUEM TEPMUHAILHOM IIOYEYHON HELOCTA-
TOYHOCTH WA HEOOPATUMOI'O IIOBPEKICHNSA I'OJIOBHOI'O
MO3I'd, 4 CMEPTHOCTB B OCTPO¥ (pa3e 3a607EBAHUSI MOKET
JOCTUTATD 25% [11]. TeneTnueckne nccieoBaHns MoKa-
3aJIM, YTO CEMENHAA (POPMA CBA3AHA C HAPYLMICHUAMU B
CUCTEME PETYJITOPHBIX GENIKOB KOMIUIEMEHTA. [Tos1BIIs-
I0TCS TAKKE IAHHBIE O TOM, UTO AaHAJIOTUYHbIE T€HETHYEC-
KH€ HAPYUIEHMs MOTIYT IPEPACIONAraTbh K Pa3BUTHIO
CIIOPA/TUYECKUX CIIydaeB non-Stx-HUS.

DRUOeMUON0ZUA U KIUHUMECKUE
ocobennocmu

Non-Stx-HUS BCTpeyaercs pexe, 4eM IMUIra-TOKCHUH-
acconuuposanHbli ['YC (Stx-HUS), cocrasnas aumsp 5—
109 Bcex cmydaes 3adonesanys [27, 70]. Non-Stx-HUS BbI-
ABJICTCA BO BCEX BO3PACTHBIX I'PYIIIAX, HO YAIE CPEAU
B3POCIBIX. [10 TAHHBIM HETABHETO NCCIENOBAHMA B CIIIA,
3a2601€BaeMOCTb NON-StX-HUS cpeau AeTel NOYTH B ICCATD
pas HKe, yeM 3a601eBaeMOCTb Stx-HUS [11], 9to cooTBeT-
CTBYET IIPUOIUBUTENBHO 2 cIy4yaam,/rog Ha 1 000 000 ue-
JIOBEK 001meN ony sAnuy. [1pu 31011 (hopme 3a601€BaHMS,
B omyue OT Stx-HUS, OTCYyTCTBYET YETKNI TUONIOTNIEC-
KU (PAKTOP M CE30HHOCTD 3a06071€Banys. JJuapes B po-
JPOMAJIBHOM TIEprOjIe HAbIof1aeTCst pesiko [11, 35,64, 70].
Non-Stx-HUS BO3HHKA€ET CIIOPAANIECKU WIN B CEMBAX.

Cnopaoduueckasn popma Non-Stx-HUS

BbUIH BBIABJIEHBI CAMbIE PA3HBIE ITYCKOBLIE (DAKTOPBL,
BbI3BIBAIOMNE NON-Stx-HUS, BKMIOUAs pa3IuIHbIe HEKU-
MIEYHBbIE UH(EKIINH, BUPYCBI, JIEKAPCTBEHHBIE TIPENapa-
TBI, 3/I0KAY€CTBEHHBIE HOBOOOPA30BAHUS, TPAHCILIAHTA-
LIM10, 6EPEMEHHOCTD U JIPYTUE 3a601€BaHUS (CKIEPO/IED-
MHUIO, aHTU(OCHOIUINUAHBIN CUHAPOM, BOTYAHKY). C MH-
(peK1mert, BBI3BIBAEMOY Streprococcus pneumoniae, CBa3a-
HO 40% ciyuaes non-Stx-HUS u 4,7% Bcex cny4daes [VCy
nerent B CHIA [11]. Hefipamuangasa, oopasyemas Gaxre-
pusaMH S. pneumonidae, yoansasa CUaJIOBbIE KUCJIOTHI C KIIe-
TOUYHBIX MEMOPAH, OOHAKaeT aHTUreH Thomsen—Frieden-
reich, mogBepras €ro BO3AEHCTBUIO ITUPKYJIUPYIOMIUX
HMMMYHOITIOOYIMHOB M. ITocnenyiomee CBA3bIBAHUE UM-
MYHOIJIOOYJIMHOB C 3TUM HOBBIM dHTUI'€HOM Ha TPOMOO-
LUTAX U SHJOTEIUAIbHBIX KIETKAX IPUBOAUT K arpera-
LAY TPOMOOLIUTOB U MOBPEXACHUIO SHAOTEMS [18, 53]
3a6071€BaHUE OOBIUHO MPOTEKAET TXKENO U CONPOBOXK-
JAETCA PECIIUPATOPHBIM JUCTPECC-CUHAPOMOM, HEBPO-
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JIOTMYECKHUMU HAPYIIEHUAMU 1 KOMOI; CMEPTHOCTD JOC-
turaer 50% [53)].

KnpenaparaM, Haubosee 4acTo BLI3bIBAIOIIUM PA3BU-
e noNn-Stx-HUS, OTHOCATCA IPOTUBOOIYXOJIEBLIE (MU-
TOMUIINH, ITUCIUIATHH, OJICOMUIIH U TEMITUTAOUH), M-
MYHOCYIIPECCUBHBIE (LJUKIOCIIOPUH, TaKPOaUMyc, OKT?3,
XUHUJIUH) U AHTUTPOMOOLUTAPHLIE CPEACTBA (TUKIONU-
JUH U Kionuzaorpens) [12]. Puck passurug I'YC nocie
NIPUMEHEHNU MUTOMUIIMHA COCTaBAeT oT 2 10 10%. Ha-
4aj10 3200JIE€BAHUA OTCPOUEHHOE, CIIyCTA I'0J| OC/IE Ha-
yaja repanui. [Iporuo3 HednIaronpuATHLIN, CMEPTHOCTD
B T€UEHHUE 4 MECATIEB JOCTUTAET 75% [12].

Bcee vaie BImTepaType BCTPEYAIOTC ONUCAHNA [TOCT-
TpaHCIUTaHTauoHHOTo ['VC [65, 70]. BOBMOXKHO KaK BO3-
HUKHOBeHUE ['YC BIEPBLIC Y MALUEHTOB, HUKOIAA Pa-
Hee He OOJIEBIINX 3TUM 32001€BAaHUEM (TOCTTPAHCILIAH-
TaMOHHBII ['YC, BOHUKIINII de 1000), TAK 1 TIOBTOPHOE
passurue ['YC y manueHToB, Y KOTOPBIX OH ObLI EPBUY-
HOW IPUYUHOM PA3BUTHUSA TEPMUHAILHOM IIOUECYHOM He-
JOCTATOYHOCTH (PELUAUBUPYIONINIT IIOCTTPAHCIUIAHTA-
UUOHHBIN ['YC, 06CYyK1ae MBI HIDKE B 9TOM CTaThe). [Ipu-
YMHAMU IOCTTPAHCILIAHTANXOHHOIO ['YC, BO3HUKIIETO
de novo, MOI'yT CJIyKATb IPUMEHEHUE UHTMOUTOPOB KaJlb-
LHMHEHPUHA WIH OTTOPKEHUE IO I'YMOPAIBHOMY TUITY
(C4b-nonoxurensHOoE). D12 popma ['YC nocne nepecaj-
KU MTOYKHU BO3HUKAET Y 5—15% MAlIMEHTOB, MOJYYAIOITNX
LUKIOCIOPUH, U IPUOIUUTENBHO Y 1% GONBHBIX, IOJY-
YAIOIUX TAKPOIUMYC [71].

I'YC Ha ¢poHE 6€epEMEHHOCTH NHOT/IA PA3BUBACTCA KAK
OCJIOKHEHUE MPEIKIAMIICUH. Y HEKOTOPBIX MALIMEHTOK
3200J1EBAHUE IIPOIPECCUPYET ¢ BOSHUKHOBEHUEM XKU3HE-
YI'POKAIOWETO BAPHUAHTA IIPEIKIAMIICHUH, COIPOBOXKAAIO-
IIETOCS TSHKEION TPOMOOIIUTONIEHNUEN, MUKPOAHTHOIId-
TUYECKON I'€MOJIMTUYECKON AaHEMUEN, TIOUEYHON HEO-
CTATOYHOCTBIO U nopaxenueM nedyenu (HELLP-cuna-
poMm). Dtu GOPMBI 3a60IEBAHUS BCEIIA ABJIAIOTCA MTOKA-
3aHHUEM K 9KCTPEHHOMY POAOPA3PELICHUIO, 33 KOTOPBIM
cueayer nojHas pemuccus [62). [Tocneponosbiit I'VC B
GOJIBIIMHCTBE CIYIAEB IPOABJIACTCA B TCYCHUE 3 MECALICB
1ocJjie pOAOB. Micxox 06bIMHO HEGIATONPUATHBIA, CMEPT-
HOCTb cocTaBisieT 50-60% [23]. Cneayer OTMETUTD, YTO
NpUOAM3UTENLHO B 50% CIIy4aes CIOpagjudecKoro non-
Stx-HUS 4BHOTO IyCKOBOTO (haKTOPA HAUTU HE YAAETCA
(mpuomnaruaeckuit I'VC) [70].

Cemetinslii non-Stx-HUS

Ha cemeriHbie (POPMBI NIPUXOJUTCA MEHEE 3% BCEX
crygae ['YC. BpIABIEHBI KAK dyTOCOMHO-JOMUHAHTHAS,
TAK ¥ ayTOCOMHO-PENECCUBHAA (POPMBI HACTIEAOBAHUA [4].
[Tpu ayrocoMHO-perieccuBHOM ['VC Hauano 3a00i1eBaHus
OOBIYHO NPUXONUTCA HA PAHHEE JIETCTBO. [IpOrHO3 He-
GIATOTPUATHLIIN, CMEPTHOCTD cocTasnsaeT 60—70%. Periu-
JIUBBI OYEHD YACTHIE. AYTOCOMHO-TOMUHAHTHLIN [VC B
OOJIBIIMHCTBE CJIY94€B HAYMHAETCA BO B3POCIOM BO3Pd-
CTe, IPOrHO3 HEOIArONPUATHLIHN, OO TOKA3ATEND
CMEPTHOCTHU U PA3ZBUTHUA TEPMUHAIBHON IIOYEYHOM He-
JOCTATOYHOCTH COCTABJIACT IO PA3IUYHBIM JAHHBIM 50—
90% [4, 52].

[TocnepHue UCCIEIOBAHMS TOKA3AIH, YTO CEMENHBIN
I'YC MOXET BO3HUKATD BCJIE/ICTBUE TEHETUYECKUX HAPY-
HMIECHUIT GEJIKOB, yYACTBYIONUUX B PEIYJIALIMU CUCTEMBI
KOMIUIEMEHTA. AHAIOTMYHBIE TEHETUUECKNAE HAPYIIECHUSA
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ObUIM OOHAPYKEHBI IIPU CLIOPAAUIECKOM non-Stx-HUS,
[JIABHBIM OOPA30M ITPU UJMONATUYECKUX (popMax [8, 50],
4 TAKXKE B PEIKUX cay4yasx pazsutusd ['YC Ha poHe 6epe-
MEHHOCTH [8] ¥ B OC/IEPOZIOBOM niepuojie [14, 57]; npu
I'YC, “”HAYIIMPOBAHHOM THUKJIONUJUHOM [8], 1 TOCTHH-
dexrmonrom I'VC [68].

TI'enemuueckue uccneoosanusn

B 1974 r. nOoSBUINCH IEPBBIE COOOIIEHUS O CHIDKEHNN
YPOBHA TPETBHEI'O KOMIIOHEHTA KOMIUIEMEHTA (C3) B CHIBO-
POTKE KPOBU KaK IIPY CEMEHMHOM, TAK U IIPU CIIOPAANIEC-
Ko (popmax non-Stx-HUS [9, 52, 76]. Huzkwuit yposers C3
OTPAXKAET, CKOPEE, €ro NOTPEOICHUE HA YPOBHE MUKPO-
LUPKY/LITOPHOI'O PYC/Ia, YEM HAPYIICHUE CUHTE3A 3TOI'O
KOMITOHEHTA, YTO ITOATBEPKAACTCA HAIUIUEM IDAHYIIAD-
HBIX OTVIOKEHUI C3 B KITyOOUKAX U APTEPUOJIAX MAITUEH-
TOB € ['YC|[28, 37] 1 yBenn4eHNEM KOHLIEHTPALUY IPOIYK-
TOB gerpaganuy C3 B CBIBOPOTKE KpoBU. [ToKazarenu yer-
BepTOU (ppakumu KomiuieMenTa (C4), HalpoTUB, OOBIYHO
HAXOJATCA B IPEAEIAX HOPMEI [52]. CTOMKOE U 3aMETHOE
CHIDKEHHE YPOBHA C3 Y MANUEHTOB ¢ ceMeNHbIM ['YC, BbI-
ABJIAEMOE JAXKE Y 30POBLIX POACTBEHHUKOB [52], Ipeato-
JIAra€T HAJIMYUE BPOXKICHHOIO AE(PEKTA, IPUBOAAIIEIO K
MOBBIICHHON AKTUBALIMM KOMIUIEMEHTA.

Cucrema KOMIUIEMEHTA COCTOUT U3 PA3JINYHBIX O€I-
KOB IUIA3Mbl KDOBU U MEMOPAHHBIX OCIKOB, AKTUBALINSA
KOTOPBIX IIPOMCXOAUT IO TPEM IIyTAM: KIACCUYECKOMY,
JIEKTMHOBOMY U AJIbTEPHATHBHOMY [85, 80] (puc. 1).

[Toy BIUSTHUEM MOJICKYJL, PACIIONIOKEHHBIX HA TIOBEPX-
HOCTH MUKPOOPTaHU3MOB, IPOUCXOAUT AKTUBALINS STUX
myTel C 06pa30BaHUEM KOMIUIEKCOB IPOTEa3, C3-KOHBEP-
Ta3, KOTOphle pacmenaaioT C3 ¢ obpazosanuem C3b.
Kiraccuueckast /IEKTUHOBAsE KOHBEPTA3a 0OPa3yeTcs
(pparmenTamu C2 u C4, B TO BpEMA KAK AJ11 OOPA30BAHUA
KOHBEPTA3bl AJILTEPHATUBHOTO IIyTH TPEOYETCS PACIIEI-
seHue C3, Ho He C4. Takum 06pa30M, HU3KUE ITOKA3ATETN
C3 y nanuentos ¢ ['YC npu HOpMaIbHOM ypoBHE C4 yKa-
3bIBAIOT Hd U30UPATENIBHYIO AKTUBALIUIO KOMIUIEMEHTA 10
AIBTEPHATUBHOMY YT [52].

O6pasyemblit C3b OTKIA/IBIBAETCA HA TTOBEPXHOCTH
6axrepuit, 0b6ecreunBas OIICOHU3ALNIO, HEOOXOAUMYIO
i (paronuTosa 0AKTEPUN MOJUMOPPHO-ALEPHBIMU
JIEUKOLUTAMU U Makpodaramu. C3b y4acTByeT TAKKe B
ob6pazosanuu C5-KOHBEPTA3, KOTOPLIE pacmesior C5
U 3aITyCKAIOT IPOLECC COOPKU MEMOPAHO-ATAKYIOLIETO
KOMIUIEKCA, BBI3BIBAIONIETO JIM3UC KIETKU. CUCTEMA KOM-
IUIEMEHTA YEJIOBEKA UMEET CIOKHO OPraHHU30BAHHYIO
CUCTEMY PETYJIALNN, HEOOXOAUMYIO ULl IPEAYIIPEKC-
HUS HECIELA(PUUECKOTO MOBPEK/CHUS KIETOK XO35MHA
U OIpaHMYCHUA OTIOXKEHHUA C3b Ha NOBEPXHOCTH MATO-
I'€HOB. DT4 TOHKAsl PETYJIALMS OCYIECTBIIETCS 6aarosia-
ps nenomy psagy memopansbix (CR1, DAE MCP 1 CD59) n
AKUAKODAZHBIX ((PpaxTop H) (PaKkTOpOB, 3aMMUINAIOMINX
TKAHU XO0341HA. [TOBEPXHOCTU UYyKEPOJHBIX KIETOK, JIU-
IIEHHBIE MEMOPAHHBIX PErY/LATOPOB WINA HE CIIOCOOHLIE
CBA3bIBATb PACTBOPUMBIE PETY/IATOPBL, ATAKYIOTCS KOMII-
JIEMEHTOM.
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Puc. 1. IlyTH aKTHBAIIHH CHCTE€MBI KOMIITIEMEHTA U HX PETYIATOPHI (BbIIEJI€HBI KYPCHBOM)
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B 1998 r. P Warwicker u coasr. [87] uzyuwiu Tpu ce-
MbU C I'YC 1 JOKA3aHHOM CBA3BIO C KJIIACTEPOM I'€HOB, PAC-
MIOJIOKEHHBIX HA XPOMOCOME 132 1 KOAUPYIOIIKX He-
KOTOPBIE PETYIATOPHBIC OEJIKA KOMIIEMEHTA. [1epBbIM
HU3YYEHHBIM I'€HOM 3TOI'0 Y4aCTKa XPOMOCOMBI CTaJI (DAK-
Top H (HF1), MOCKOMIBKY paHee COOOIAIOCH O CBSI3U MEX-
ny cemernon (popmorit I'YC u Hapymenusamu o HF1 [58,
68, 78]. HF1 siBisieTcst MyAbTHQYHKITMOHAIBHBIM OJ[HO-
LICIIOYECYHBIM [TIMKOIIPOTEUHOM IUIA3MbI KDOBU MACCOU
150 klla 1 UrPaeT BAKHYIO POJIb B PEIYIALUU AIbTCPHA-
THUBHOT'O ITYTHU AKTUBALINU KOMIUIeMeHTA [88]. HF 1 cirysxut
Koaxkropom i ¢pakropa I (F1), peryaupyromero ge-
I'PAJAIUIO BHOBb OOPA30BAHHBIX MOJIEKYaA C3b, U KOHT-
POTHUPYET pa3pylIeHUE, OOPA30BAHNUE U CTAOMIBHOCTD
C3b-ronBeprassl (C3bBb).

HF1 cocrouT u3 20 TOMOJIOTUYHbBIX €ITUHUILI, HA3bIBAC-
MBIX KODOTKHMMH COINTACOBAHHBIMU TOBTOPamu (SCR). Pe-
I'YJATOPHBIC JOMEHBI KOMIUIEMEHTA, HEOOXOJUMBIE /s
NPEYNPEXACHNA T'YMOPAUILHON AMIUIM(PUKALIAN AJIbTED-
HATUBHOI'O ITyTH, ObUIN JIOKAJIM30BAHBI B IIPEAEIaX N-KOH-
1eBbIX SCR 1-4 (puc. 2) [67]. IHAKTUBAIMS TOBEPXHOCT-
HO-CBA3aHHOT'O CAb 3aBHCHUT OT CBSI3bIBAHMA C-KOHIIEBO-
ro fomeHa HF1 ¢ mOMMaHUOHHBIMUA MOJIEKYTAMH. DTOT
MIPOIIECC MPUBOJUT K MOBBIMIEHUIO adppuHnTeTa HF1 K
C3b u 06HaKEHNIO N-TEPMUHAILHOTO JJOMEH4, 06/1a/1a-
IOMIETO PETYAATOPHBIM JCHCTBUEM B OTHOMIECHUN KOMII-
JaeMeHTa. C-TEPMUHAILHBINA JOMEH COACPIKUT IBA y4aCT-
Ka CBA3bIBaHMA C3b, pacrionoxeHHbIX B 30He SCR 12-14
1 SCR 19-20, 1 Tpu y4aCTKA CBA3BIBAHUA C IOJIMAHUOHA-
MU (TEIApUH), PACHOIOKEHHBIX B 30He SCR 7, SCR 13 1
SCR 19-20[29, 34, 55]. OnHAKO y4acTku cBA3bIBaHKA C3b
1 NOJTMAaHUOHOB, PACIIONIOKEHHEIE B 30HE SCR 19-20), 8-
JSIOTCS €IUHCTBEHHBIMU YYdCTKAMH, CBA3BIBAHME KOTO-
PBIX HEOOXOUMO VI TOTO, YTOOB! HF1 MHAKTHBUPOBAN
NTOBEPXHOCTHO-CBA3AHHBII C3b, TOCKOJIBKY IEIEIINS 3TO-
IO OTZENA MOJIEKYJIbI IPUBOJUT K MOTEPE CIOCOOHOCTU
HF1 npepoTBpaInaTh aKTUBALMIO KOMIUIEMEHTA Ha 6apa-
HBUX 3PUTPOLUTAX [29, 55]. DHAOTENNI KIYOOUKOB Ue-
JIOBEKA U 6a3aJIbHAS MEMOPAHA ITOYEUHBIX KIYOOUKOB
COJEPIKAT MOJMAHUOHHBIEC MOJIEKYJ/IbI B OOJIBIIOM KOJIH-
YECTBE, IO3TOMY OTKJIAABIBAEMBIA HA UX ITOBEPXHOCTH
HF1 cran 651 3 PeKTUBHBIM 0ApbEPOM IEPE]] ATAKOU
KOMIUIEMEHTA [34, 43)].

Ha puc. 2 npejcrasiaeHa CTPyKTypa 4€JI0BEYECKOrO
paxropa H ¢ 20 KOpOTKMMHU COIIACOBAHHBIMH ITOBTOPA-
MHU. YKA3aHO PACIIONO)eHue N-KOHLIEBOI'O PETyIATOPHO-
I'O JOMEHA, OTBEYAIOIIETO 3d KO(PAKTOPHYIO AKTUBHOCTD,
1 Y9ACTKOB CBA3BIBAHUA C3b M MOJTMAHUOHOB (TE€TIAPHHA).
BOJBIIMHCTBO MYTALUH, OOHAPYKEHHBIX Y ALUEHTOB C
I'YC, pacnonoxeHo ¢ C-KOHLIEBOX CTOPOHBI (pakropa H.
DyHKLIMA ITOrO JOMEHA 3AKII0YAETCA B CBA3BIBAHUH 110-
JIMAHUOHOB U IIOBEPXHOCTHO-CBA3AHHOIO C3b 1 B KOHT-
poie oTnoxeHus C3b Ha KIETOUHBIX MEMOPAHAX U BO
BHEKJIETOUYHOM BEIECTBE.

BpieaioT psjj NaTONOrNYECKUX TOCIEACTBUN MyTa-
uui (pakropa H 1 MOHOLIUTAPHOIO XEMOTAKCUYECKOI'O
axropa (MCP):

A Tlocne BUpYyCHOH Wiy OAKTEPUANBHON NH(PEKIUN
WM NOBPEKICHUA SHIOTEINA IIPOUCXOANUT AKTUBALINSA
KOMIUIEMEHTA U 06pazosanue C3b. [Ipy Hamuuuu HOp-
MasbHOrO (pakropa H (HF1) C3b 6bICTpO npeBpamaeTcs
B HEAKTUBHDIN iC3b. Paxrop H, UPKYIUPYIOMHNI B KPO-
BH, CBA3BIBACT C3b M CIOCOOCTBYET €TI0 PA3PYIIEHUIO O]
percrsueM akropa I (FI). Kpome Toro, HF1 cBa3bIBaeT
MOJIMAHUOHHBIE IPOTEOIVIMKAHDL, IIPUCYTCTBYIOIUE HA
MOBEPXHOCTU IHJOTEIUAIBHBIX KIECTOK U B CYOIHAOTE-
JIMAIBHOM BeIEeCTBE. brarogaps cBoeMy BBICOKOMY ad-
(pUHATETY OH 3aXBATHIBACT C3b, TEM CAMBIM IIPEIYTIPEK-
Jas €ro OTJIOXKEHUE HA IIOBEPXHOCTH KIETOK XO3IMHA U
cBaAspiBaHuE C3b ¢ paxkropom B (FB) ¢ o6pa3oBannem
KoMmIuiekca C3-konseprasa (C3bBb). B cydanpoTennanb-
HOM MATPHUKCE OTCYTCTBYIOT JHIOTCHHBIE PETYIATOPEI
KOMIUIEMEHTA, II03TOMY 3TA CTPYKTYPd B CMBICJIE KOHT-
POJI AKTUBALIMM KOMIUIEMEHTA ITOJIHOCTBIO 3aBUCUT OT
(paxropa H. MCP Taxoke nHakTusupyer C3b, puKCcupoBan-
HBII HA 3HIOTEINH, CIIOCOOCTBYA €r0 PACLICILICHUIO O
iC3b nmop pericrBuem FI.

B. Myrantubii pakrop H obnagaer HOpMaIbHOU KO-
(paKTOPHOM AKTUBHOCTBIO B KUAKOM (pase. OIHAKO MyTa-
LIWA 3dTPATUBACT YYdCTOK B3AUMOJECUCTBUA C TOJIMAHUO-
Hamu Ha C-KoHIe (pakropa H, 4To NPpUBOAUT K CHMKE-
HUIO crtocoOHOCTH HF1 K CBA3ZBIBAHUIO C MPOTEOITIMKA-
HAMU HA IOBEPXHOCTH H/JOTENUATIBLHBIX KIETOK U B CYO-
SHZAOTEIMAILHOM MATPUKCE. B pe3y/IbTaTe yBeIn4uBaeT-
€51 Komn4ueCTBO C3b, MOMy4aromero JOCTYI K MOBEPXHO-
CTU 3HAOTENIUAIBHBIX KJIETOK, TAK YTO KOHLECHTPALUA
MCP cTaHOBHUTCSI HEJOCTATOYHOI /ISl 4IEKBATHOI'O KOH-
TPOJIA AKTUBALUK KOMIUIEMEHTA Ha KIETOYHON MEMO-
pane. Kpome toro, C3b, oTka/[piBaeMblil HA OOHAKCH-
HOM BHEKIETOYHOM MATPHUKCE, HE PA3PYLIACTCA U 00pa-
3yeT C3-KOHBEPTA3Y AJIbTEPHATUBHOTO MTYTH AKTUBAIUN
KOMIUIEMEHTA, YCUJIMBAIOIYIO pacuieruieHue C3 ¢ oopa-
3oanueM C3b.

C. Jedpunpt MCP Taroke IpeApacionaraet K pa3BUTHIO
I'YC. Myrauuu MCP, o6HapyXeHHbBIE Y TAUUEHTOB C I'VC,
NPUBOJAT K CHMDKEHHIO IIOBEPXHOCTHON IKCIIPECCUU
6€JIKa WK K CHIDKEHUIO CIOCOOHOCTH MCP CBSA3BIBATD
C3b. B oboux cinydasx MEMOPAHOCBA3aHHbIA C3b MHAK-
TUBUPYETCA HEJOCTATOYHO 3(P(PEKTUBHO, YTO BBHISBIBACT
HEKEJIATEIbHOE YCHIeHHE 00pasoBanusa C3b u oroxe-
HUS €I'0 HA NOBPEKACHHBIC SHIOTEINAIbHBIC KICTKH I10-
CpEACTBOM 06pa30BaHuA C3-KOHBEPTA3BL

D. Ilporeonu3 C3 u C5 noa AefCTBUEM KOHBEPTA3
HIPUBOJIUT K BBICBOOOKIEHNIO XEMOTAKCUYECKUX aHA(PH-
JIAKCMHOB C3a 1 C54, KOTOPBIE CBA3BIBAIOTCA C PELENTO-
paMu Ha HEUTPOPUIAX, IIPUBJIEKAA UX K SH/JOTENNAIb-
HOMy cJ1010. OmnoxkeHue C3b Ha 3HJOTENNN BEJET K 06-
PA30BaHUIO MEMOPAHOATAKYIONIETO KoMIuiekca (C5b-9),

P — =
renapuH
renapuH
C3b C3b C3b
NHe| 1] 2 [ s als]e]| 7|80 0] 11| 2] 48] 14|15 16| 17] 18 19 20 |-COOH
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octuka, neyenne (Y

KOTOPBII BBbI3BIBAET MOBPEKICHUE U OTCIONUKY KIECTOK U
CYOJIUTUYECKOE TTOBPEXKEHNE MEMOPAHBI, B CBOIO OYe-
peb BEAYIMNX K SHAOTEIUANIBLHON aKTUBALMN U SKCIIPEC-
CHUU MOJIEKYJI aAre3un (HanpuMmep, P-cenexruna). Iocuen-
HUE CIIOCOOCTBYIOT AAT€3UU U AKTUBALIAU JICHKOLIUTOB C
BBICBOOOXK/ICHUEM PAJUKAIOB KUCIOPOAA U IIPOTEUHA3,
YCYIYOJIAIOIUX IOBPEXKICHUE SHA0TENNs. [ToBpexgeHnue
SHZIOTEINA IPUBOUT K OTCIIONKE KIETOK U OOHAKECHUIO
643a71bHON MEMOPAHLL B 3TUX YCIOBUAX NPOUCXOAUT
A/Ire3us TPOMOOITUTOB K OOHAKEHHOMY BHEKIICTOYHOMY
BEIECTBY U UX arperanus ¢ 06pa3oBaHUEM MUKPOCOCY-
JUCTBIX TPOMOOB.

[Tocne nosasnenus nepson padorer P Warwicker ue-
TBIPE HE3ABUCUMBIE I'PYIIIIBI YYEHBIX IPOBEIU PAJL UCCIIE-
JIOBAHUII, B XOJI€ KOTOPBIX YAAJIOCH BBIABUTH /10 50 pas-
JmuHbIX MyTanui rena HF1 y 80 GOJIbHBIX ¢ ceMEMHOU
(36 MarMeHTORB) U CIOPAAUIECKON (44 marmenrTa) op-
mMamu non-Stx-HUS [6-8, 14, 20, 50, 57, 67]. [Ipu criopa-
JUYECKUX (POpMaAX MyTanus OblIa YHACIEAOBAHA OT 3710-
POBOT'O POSUTEIA WU PEXE (OIMUCAHO JIMIID YETBIPE CITy-
yast) BO3HUKIIA de novo y ipodbana [50, 57]. Yacrora my-
Taunu OCTUraeT 40% IpHU CEMENHBIX (POPMAX, B TO BpE-
M Kak Myranuu HF 1 npu ciopagudeckon (popme Berpe-
YaIOTCA UMD B 13—17% cydaes 7, 50]. Teopetndecku us-
MEHEHUA JPYIUX I'€HOB, KOOUPYIOMUX PETYIATOPHBIE
6EJIKM KOMIUIEMEHTA, MOI'YT BBI3BIBATD IPEAPACIIONOKCH-
HOCTb K BO3HUKHOBEHHUIO CITOPAINYECKOro non-Stx-HUS.
B 10O € BpeMsa CliOPajudeCcKUe (POPMBI MOI'YT OBITH CBs-
3aHBI C IPUOOPETEHHBIM AYTOUMMYHHBIM J1€(DEKTOM
HF1 nopgo6Ho pedexry, 06HAPYKEHHOMY Y HEKOTOPBIX
MAIIMEHTOB C TPOMOOTHYECKON TPOMOOIIUTOIEHNYEC-
KOI Iy pIIYPOH, Y KOTOPBIX ITyCKOBBIM (PAKTOPOM PA3BU-
THA OCTPOI'O 3MU30AA ABJLAIOTCA AHTUTEIA IPOTUB (PaAK-
Topa (poH Buiiebpanza, paceIuIOmue METALIONPO-
Teazy ADAMTS-13 [81]. [ToaTBepKIECHUEM STOI BO3MOK-
HOCTH CJIYKAT HELABHO ONYOIMKOBAHHBIE JAHHBIE [5] O
HAIMYUAN AHTUTET IPOTUB (pakropa H B mazmMe Kposu
Tpex gereit ¢ penuausupylomum I'VC,

[Mogasnstomee 60MbMUHCTBO (48 3 50) myranuii HF 1
y magueHToB ¢ I'YC HOCAT TeTepO3UTOTHBIN XaPAKTEP U
BBI3BIBAIOT JIMOO M3MEHEHUA 110 OHON AMUHOKHUCIIOTE,
J0O0 MPEXKIEBPEMEHHOE IPEPBHIBAHNE TPAHCIIALIAH, [T14B-
HBIM 00pa3oM B 06;1aCTH C-KOHIIEBBIX JOMEHOB. Kak rpa-
BIJIO, 3T MYTALIMHU COIPOBOXKAAIOTCA HOPMAJIbLHBIM
yposreM HF1 B 1utasmMe KpOBU B OTJIMYHE OT MAIUEHTOB
¢ MEMOPAHONPOIU(PEPATUBHBIM ITIOMEPYIOHEPPUTOM
Tumna II, mpu KOTOpOM roMo3uroTHeie Myraruu HF1 BbI-
3BIBAIOT pe3Koe cHmwkenue yposua HF1 [14]. Mccneposa-
HUSA 10 M3YYEHHUIO IKCIIPECCUH I'€HA U (DYHKLIMOHANbHBIE
HCCIIEIOBAHYS TTIOKa3ay, yTo 6enku HF 1, necymue I'YC-
ACCOLIMMPOBAHHBIE MYTALUU, OOJIAJJAI0T PE3KO IOHIKEH-
HOH CITIOCOGHOCTBIO B3AUMOJIEUCTBHA C NOJUAHUOHAMU
1 TOBEPXHOCTHO-CBA3aHHBIM C3b [34, 43, 73], uTO BhIpa-
JKAETCA B HU3KOM IUIOTHOCTU MYTAaHTHBIX MoOJieKkya1 HF1,
CBA3AHHBIX C TOBEPXHOCTBIO 3HAOTETUANBHBIX KIETOK, U
CHIDKEHMEM PETY/IATOPHON aKTHBHOCTH KOMIUIEMEHTA HA
KJIETOYHOI MeMOpaHe [34, 43]. IIpu 3TOM JIaHHbIE MYTAHT-
HBIE MOJIEKYJIBI O6/I4/1A10T HOPMAJIbHOM CIIOCOGHOCTBIO
KOHTPOJIMPOBATh AKTUBALUIO KOMIIJIEMEHTA B IUIA3ME
KPOBH, YTO IOATBEPKAAETCA JAHHBIMU O COXPAHEHUU
MMHU HOPMAJIBHOI KO(PAKTOPHOM AKTUBHOCTH B IIPOTEO-
mse C3b [73]. Ilocneguuit (hakT OOBACHAET CUTYALUIO C
nareHTamu ¢ ['YC, y KOTOPBIX UMEIOTCA MyTanuu 11o HF1

1 HOPMAJIBHBIC MTOKA3aTEIU KOMIUIEMEHTA B CBIBOPOTKE
Kposu [14, 50]. P. Sanchez-Corral u cOaBT. [72] BbLIBUHYIN
MIPEJIIONIOKEHUE O TOM, UTO PErYIATOPHBIE NE(PEKTLI
KOMILIEMEHTA, CBA3aHHble ¢ HF1, MOXXHO OOHAPYKUTD B
CBIBOPOTKE KPOBHU IIAIIMEHTOB € IIOMOLIBIO €X ViV0 TECTA
H4 I'€MOJIU3, IPU KOTOPOM CBIBOPOTKA KPOBU, IIOJIYYECH-
Has OT MAIUEHTOB ¢ MyTanuaMu HF1, Bei3piBaeT 6onee
BBIPAKCHHBIN I'€MOIN3 6APAHBUX IPUTPOLIUTOB, YEM ChI-
BOPOTKA KPOBH IMAIIMEHTOB 6€3 MOI0OHBIX MyTalui. Eciin
3TU JAHHBIE IOATBEPIATCA, JAHHBIN TECT MOXKET CTATh
IIOJIE3HBIM MHCTPYMEHTOM UL OTOOPA MALUEHTOB ¢ I'VC,
3aCayKUBaOIUX u3ydeHusa HF1 1 1pyrux peryasaropabix
6EIKOB KOMIUIEMEHTA.

B ¢Bs13u ¢ HaIMUMeM OJJHOM MHTAKTHOM M OJIHOM Jie-
(pEKTHON AJUIENN MAIUEHTHI-HOCUTENN MyTanuil HF1
HUMEIOT 4aCTUYHBIN lepuniut HF 1, uto, ckopee, mpeapac-
IOJIATA€T K PA3BUTHIO 3a00JICBAHMSA, YEM CIIYKUT €O He-
IIOCPEACTBEHHON IPUYKUHOM. TOT (PAKT, UTO y TAKUX I1d-
LUEHTOB ¢ penuauBupylomum I'VC uHorga ormeuarorcs
JJIMTEIbHBIE PEMUCCUY WM XK€ 1eOI0T 3A001€BAHMA [TPU-
XOJUTCA HA ITOKUJION BO3PACT, CIIYKUT B ITOJIb3Y 3TOM I'U-
noTe3sbl [72]. KpoMe Toro, CoCTOAHM:A, 3aITyCKAIOLMIME IPO-
LIECC AKTUBALUY KOMIUIEMEHTA HAIIPAMYIO (OAKTEPHUa/Ib-
HBIC ¥ BUPYCHBIE MH(PEKLHUN) WIX KOCBEHHO, BBI3bIBAS
MOBPEXICHUE SHAOTENNA (JIEKAPCTBEHHBIE IIPEIAPATEL,
CUCTEMHBIE 3200JIEBAHMA WU OEPEMEHHOCTD), HHULIUU-
PYIOT OCTpPBIi 3MU30/[] 33001€BAHUS IPUOIUZUTEIBHO Y
60% manmeHToB ¢ myTatusmu HF1 [7, 8]. Bce onucaHHbie
HAO6JIOJICHUS MOKHO OOBSICHUTD TEM, YTO CYyOOIITUMAIIb-
Hasg akTUBHOCTL HF1 y 9THX manyeHToB 0CTATOYHA JIIA
3AMIMUTBI OPIAHU3MA XO3MHA OT AKTUBALIMYA KOMIUIEMEH-
T4 B (PU3HUOJIOTMYECKUX YCIOBUAX. OJHAKO IIPU BO3ACIH-
CTBUHU AI€HT4, BBI3BIBAIOIICIO AKTUBALIMIO KOMIUIEMEHTA,
C3b 06pasyercst B KONMMYECTBAX, NPEBLIIAIOMNX HOP-
MAJIbHBIN YPOBEHD, W, BCJIEACTBUE YTPATHI CIOCOOHOCTH
MyTupoBasiiero HF1 CBA3bIBATH MMOJIMAHUOHDI, OTIOXKE-
Hre C3b Ha 3HJOTEINHN COCYJOB IIOJHOCTBIO TPENOTBPA-
TUTDb HE YAAETCA. DTO NPUBOIUT K OOPA30BAHUIO MEMO-
PAHOATAKYIOET'O KOMIUIEKCA U IIPUBJICYCHHUIO BOCIIAIN-
TEJIbHBIX KIIETOK U PA3BUTUIO BCEX COOBITUM, BBI3BIBAIOIINX
MOBPEKACHNAE U PETPAKLHUIO SHAOTEINANBHBIX KIECTOK,
A[IE3UI0 M ArPEranuio TPOMOOLUTOB, YCUICHNE JTOKAJIb-
HOTO CBA3BIBAHMA TKAHEBOIO (pakTopa ¢ paxropom VII u
AKTHUBAIIUIO IOCJIEHETO C OOPA30BAHNEM TPOMOKHA U I10-
JUMepOoB (pubprHa. ONUCAHHBIA CLIEHAPUH OCOOEHHO
IIPUMEHUM B OTHOUICHUM KAIIMJUIAPOB IIOYEYHBIX KIIy-
6OYKOB, BLICTJIAHHBIX (DEHECTPUPOBAHHBIM SH/IOTEIHEM,
4 OOHaKEHHAA 6A3aIbHAA MEMOPAHA CIIYKUT IOBEPXHO-
CTbIO, O0TATON MOJIMAHUOHAMU 11 CBI3bIBaHUSA HE 1, yem
MOKHO OOBACHUTD MOYEUHYIO JIOKATU3ALIUIO TIOBPEK/IE-
HUSA COCYLOB MUKPOLMPKY/ALuK rpu I'VC.

JIB€ TPETH MAITUEHTOB ¢ NoN-Stx-HUS He uMeroT mMy-
Tanuit 1o HF 1, HecMoTps Ha TO 4TO 10 50% 3THUX Manu-
€HTOB IEMOHCTPUPYIOT NPU3HAKHU TOBBIIEHHON AKTUB-
HOCTH AJIbTEPHATUBHOIO IIYTU AKTUBALIMYA KOMILJIEMEH-
Ta [8]. B nocnennee BpeMsi 0OCYK/IAETCS BO3ZMOKHOCTD
TOI'O, YTO y NMauueHToB 6€3 Myrauuii no HF1 nerunny-
HbIE NTOMMMOpP@HBIE BapuanTel rena HF1 nipeapacmona-
raioT K passutuio I'VC. BbulO TOKA3aHO, YTO MOJIUMOP-
usm T-ayenn C-257T, G-annenu A2089G u T-ayuienn
G2881T y nauuentos ¢ I'YC 6e3 myranuit no HF1 BcTpe-
YaeTCA Yalle, YeM Y 340POBLIX UL, [Ipn aHaumse Bcen
HCCIIEZlYEMON MOMYJIALMHU ObIIO YCTAHOBJIEHO, YTO PUCK
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O63opbl 1 nexuum

passutyd ['YCy i, UMEIOIINX [BA UJIU TPU U3 IEPEUUC-
JICHHBIX BAPUAHTOB OJIUMOP(U3MA, IIOBBILEH B 4 pa3a.
BosmoxHO, ajutenu 257T, 2089G u 2881T onpenensior ne-
HETPAHTHOCTD (COCTABJIIONIYIO MPUOIUZUTETBHO 50%)
3a0oneBanua y nocurener myrauuii no HF1 [8]. B matu
13 JIEBATH ceMer Jnna, 3abonesmue ['YC, yHacnenosanm
ofHy ajutens ¢ myranuer no HF1 ot ogHOro us pogure-
JIEW U OfiHY aJUIeNb C OAHUM nonmuMopgusmomM HF1, ac-
COLIMMPOBAHHBIM C 3200JIEBAHUEM, OT JPYrOro poauTe-
Ji. VI HanpoTUB, BCE 3[0POBLIC HOCUTEIN MYTALIUI 10
HF1 yHacnegoBaau TOJbKO MyTALMIO U HE UMEIU IOJIH-
MopgpusMma [8].

B nocnegnee BpeMs 00CYKAAIOTCA TAKKE U3MEHEHUS
€IIE JBYX I'€HOB, KOOUPYIOIUX MOAYJIUPYIOMIHUE GEIKA
KOMIUIEMEHTA, B POJIM NPEAPACIIONArAIOMUX (PAKTOPOB
passuTra non-Stx-HUS. [IBe pabOTh! HE3ABUCUMBIX I'DYIIIL
HCCIIENOBATENIEH OIUCHIBAIOT MyTanuu rena MCP (MOHO-
LUATAPHOI'O XEMOTAKCUYECKOIO (PAKTOPA), KOAUPYIOLIE-
ro MeEMOPAHHBIN KO(AKTOPHBIA OEJIOK — CBA3AHHBIIN C
KJIETKOH PETYIIATOP KOMIUIEMEHTA, Y IOPAKECHHBIX JIALL U3
geTpIpex cemeH [51, 66]. MCP sIBISIeTCS ITUPOKO IKCIPEC-
CUPOBAHHBIM TPAHCMEMOPAHHBIM ITTMKOIIPOTEUHOM,
BBLIITOJIHAIOMUM (PYHKIUIO KOPAKTOpa MIA paxkropa I,
pacmeruromero C3b u C4b, pacnonoKXeHHbIE HA IIOBEPX-
HOCTH KJIETOK XO35IMHA [3, 25, 33]. B coctas MCP Bxoaut
YETBIPE BHEKIETOUHBIX OENKOBBIX MOAynsa (CCP), KOHT-
POIMPYIOMUX KOMIUIEMEHT, KOTOPBIE HEOOXOJUMBL /115
OCYLIECTBICHUA €0 UHIMOUTOPHOM AKTUBHOCTH; JOMEH,
60TaThI CEPUHOM, TPEOHMHOM M IIPOJIHMHOM; TPAHC-
MEMOPAHHBII JOMEH 1 IIUTOIIA3MATUYECKUH XBOCT [41].
A. Richards 1 coaBr. [66] OUCAIH I'€TEPOZUTOTHYIO JIesIe-
[IUIO AMUHOKUCIOT D237 /5238 B OIHOI CEMbE U 3aMETIe-
Hue S200P B /1ByX ceMbsix. Kak MOKa3a/Iu UCCIIEIOBAHUS
3KCIIPECCUU U (DYHKLIMY O€JIKA HA MOHOHYKICAPAX IEPH-
(peprIECKON KPOBH, Y MyTAHTOB HAOMIOAAIOCh CHYKEHIE
CIOCOOHOCTH K CBA3BIBAHMIO € C3b 1 CHUKEHUE CIOCO0-
HOCTH IIPEAYIPEKIATD AKTUBALIMIO KOMIUIEMEHTA. Y ABYX
CcHOCOB ObLIa BBIABICHA [51] eme ogHa IeTepO3UrOTHAS
MYTALHs, BBI3BIBAIOMAA 3AMEHY ABYX AMHUHOKHUCIOT U
npexaespemenHoe npeprisanue 6enka MCP B CCP4. Ora
MYTALUA CYKAIA IPUYUHON CHIDKEHMA Ha 509% ypoBHA
akcnpeccu MCP Ha MOHOHYKIIEAPAX NEPUPEPUIECKON
KPOBH Y I'€TE€PO3UI'OTHBIX JIHL,. JJONIOIHUTEIbHBIE UCCIIE-
JOBAHMA C yuactueM 112 marueHTos ¢ non-Stx-HUS mo-
3BOJIMJIA BBIABUTH ele 5 myTranuil MCP npu cemertHoM
(ceMb CIy4deB) M CIOPAAUIECKOM (IATh caydaes) I'VC ¢
4aCcTOTOU MyTauuu 11% (25% npu cemerHon (popme u
65% TIpU CIOPAIIECKOIt hopme) [15].

B IIOYKax OTMEYAETCS BBICOKUN YPOBEHD 3KCIIPECCUN
MCP. MIMMYHOTUCTOXUMHUYECKUH AaHAIN3 TIO3BOJISIET 00-
HapyxnuTh MCP HAa IOBEPXHOCTU 3H/JOTEIUAIBHBIX KJe-
TOK IIOYEYHBIX KITyOOUKOB [17, 32, 48]. I1o BCeit BepoAT-
Hocty, MCP Urpaer OCHOBHYIO POJIb B 3AIIUATE IJIOMEPY-
JIIPHOTO 3HJOTEMUA OT AKTUBALINN C3, 4TO MOATBEPK/IA-
€TCs JAHHBIMU O TOM, YTO KO(PaKTOPHAs aKTUBHOCTD B
SKCTPAKTAX ITUX KIETOK ObLIA MOJHOCTBIO 3a0JI0KMPO-
BaHa anTu-MCP-anturenamu [48). Beposarho, daxrop H u
MCP fONIONHAIOT PYT APYTa B (DYHKIIUN KOHTPOJA AKTH-
BAIMY KOMIIIEMEHTA HA TIOBEPXHOCTHU KIETOK XO3HHA.
Komrmnexe HF1 ¢ monmaHnoHaMu OTCTOUT OT KJIETOYHON
MeMOpaHbl NPUOIU3UTENBHO HA 120 HM U MOXKET IIPEJ-
CTABJIATH BHEIIHUI OapbeP KIETKU JJIA aTAKHU KOMILIE-
MeHTa. OJHAKO OCKOIbKY MCP ABII€TCSl HEOONBIINUM IO

382 Hedponoruauguanus-T.9, [14 2007

pasmepy, UHTEIPUPOBAHHBIM B KJICTOUHYIO MEMOPAHY
PETYIATOPOM KOMIUIEMEHTA, OTCTOAIUM IPUOIU3UTEIb-
HO Ha 20 HM, MO’KHO IIPEATIONIOXUTD, 4TO 6€10K MCP yua-
CTBYET B KOHTPOJIE KOMIUIEMEHTA B HEIIOCPEACTBEHHON
6JIM30CTH OT KIECTOYHON MeMOpansl [34]. Myranmuu MCP,
Kak 1 myraunn HF1, ckopee, mpegpacronararor, 4eM He-
MTOCPE/ICTBEHHO BBI3BIBAIOT pazputue ['YC. ITocne Bo3ae-
CTBUA (PAKTOPOB, BHI3bIBAIOIMX AKTUBALIUIO KOMIUIEMEH-
T4, CHIDKeHUE ypoBHa MCP wiu Hapymenue Crioco6HOC-
™1 MCP cBs3biBaTh C3b U CHIDKEHHE KO(PAKTOPHOM aK-
TUBHOCTU MyTUPOBaBLIero MCP Ha NOBEPXHOCTU IHAO-
TENIUATbHBIX KJIETOK IIOYEYHBIX KIYOOUYKOB IIPUBOJAT K
HEOCTATOYHOM 3AIUTE 3TUX KIETOK OT AKTUBALIUY KOM-
mieMeHTa. To, 4To MyTaruu 1o 1o gpakropy H, 160 no
MCP npHUBOJAT K dKTUBAITUN KOMIUIEMEHTA U PA3BUTHIO
I'YC, rOBOPHUT O TOM, YTO 3TU PETYIATOPBI KOMIUIEMEHTA
HMEIOT HECOBIIAJAIOMUE (DYHKIIUN U KAKIBIN U3 HUX He-
06XOUM /I AAEKBATHOI'O KOHTPOJI KOMIUIEMEHTA.

BBIABICHBI TAKKE TPU MYTALUMU I'€HA, KOAUPYIOIETO
axrop [, y TpEX MAITUEHTOB CO CHOPAANIECKIM NON-StX-
HUS [22], 9TO ABIAETCA €1IE OAHUM (PAKTOM B IIOIb3Y KOH-
LENUNY, YIBEpKaaomen, yro I'VC — 310 3a00n€Banue,
CBA3AHHOE C HAPYIIEHUEM PETY/IALUNA KOMIUIEMEHTA. JIpy-
rue renbl, kopupyomue DAE CR1, CD59, C3 u paxrop B,
€IIE HAXOMATCA HA CTAUN U3YUCHUL

[Manmenter ¢ non-Stx-HUS HyKOa10TCA, BO-TIEPBLIX, B
onpeaenseHuy KOHUeHTpauuu C3 B CBIBOPOTKE KPOBU.
OZHAKO HOPMAJIbHBIN YPOBEHb C3 HE UCKIIOYAET QUC-
(PyHKLIMIO KOMIUIEMEHTA. bosiee 4yBCTBUTEILHBIM TECTOM,
BO3MOJKHO, ABJIIETCA OIPEAETCHUE IIOBBIIIEHHOI'O ITOKA-
3arena orHomenus C3d/C3 B ma3me KPOBU WIN HAJIH-
yue orioxeHus C3 B 6uonrare novek [28, 37]. Mamepe-
Hue yposHsa HF1 B CBIBOPOTKE KPOBU ITO3BOJISCT BBIABUTD
TE€X HEMHOI'OYUCJIEHHBIX MALUEHTOB ¢ Myrauuamu HF1,
BBI3BIBAIOIMMY CHIDKeHHE ypoBHA HF1. CHkenue no-
Kazaresa CH50 u KoHnentpanuu pakropa B MOXHO Hall-
TH Y HEKOTOPBIX, HO HE Y BCEX MALUEHTOB C MyTallUAMU
HF1 mm MCP. Bropo# aran COCTOUT B IIOUCKE MYTALIAN
nio renam HF1 n MCP. ITonck myranuit (pakropa I cinenyer
IPOBOAUTD Y IMALUEHTOB C IIOHIKEHHBIM YPOBHEM €I'0 B
CBIBOPOTKE KPOBH.

Kaxoe neuenue cymecmaeyem ona non-Stx-HUS?

Hecmotps HA TO 4TO NIPOrHo3 npu non-Stx-HUS ne-
6JIarONPUATHBIH, TIOCJIE BHEAPEHUS TIPOLIEAYD C UCIIONb-
30BAHMEM IUIA3MBI CMEPTHOCTb CHU3MIACH € 50 10 25%
[31, 38, 46]. OnHAKO CIIOPBI O TOM, 3(HEKTUBHO JIN PH-
MEHEHHE IIA3MBI [P JIEYEHUU OCTPBIX 3MTU30/]0B, IIPO-
JOJDKAIOTCS 10 cux TIop [16, 63, 82, 83]. ONy6IMKOBAHHbBIC
Habmozenus [10, 38, 80, 84] MOKA3BIBAIOT, YTO Y OIPE/IE-
JIEHHOTO YHCJIA MAITUEHTOB ¢ non-Stx-HUS nnpysnmn
IUIA3MBI IAI0T IOJIOKUTENBHBIN 3(PEKT. BbICKa3bIBAIOCH
IIPEJTIONOKEHUE O BO3MOXKHO H0JIEE BBICOKOM 3(P(PEKTHB-
HOCTH IUIA3MOOOMEHA IO CPABHEHUIO C NEPETUBAHUEM
IUIA3MBI, 4YTO OOBACHANIOCH YAATEHUEM ITOTEHIIUATBHO
TOKCHYECKUX BELIECTB U3 KPOBOTOKA MALUEHTA. DTy T'H-
MOTE3y OIPOBEPIAIOT JAHHBIE O TOM, YTO Y IMALUEHTA C
penuAuBUpPYIONIEi TPOMOOTUUECKON MUKPOAHIMOIIATH-
ert [69] HOpMATU3AITHST YPOBHS TPOMOGOITUTOB CTAGHITH-
HO OBECTIEYNBAIACH C IOMOIIBIO OOMEHHOT'O WJIU IIPOCTO-
I'O IIEPEJIMBAHNUSA TUIA3MBI, B TO BPEMS KAK Y/JaJIEHUE TUIa3-
MBI U 31M€EHA €€ AILOYMUHOM U COJIEBBIM PACTBOPOM HU



octuka, neyenne (Y

a3y HE NOBBICWIN YPOBEHDL TPOMOOLUTOB. OHAKO B CU-
TyaLUAX, KOILd KOJIUYECTBO IIA3MBL, KOTOPOE MOXHO
BBECTU ITyTEM MH(Y3UU, OTPAHUYECHO U3-32 TSLKEJIOH I10-
YEYHOI WIN CEPJICYHOIN HEOCTATOYHOCTH, IJIA3MO00-
MEH CJIEIyET CYUTATh METOZIOM BbIObOpa [70]. IIpumene-
HUE IUIa3MBbl CJIEAYET HAYUHATDL HE MO34HEE 24 4aCoB C
MOMEHTA OOPAIIECHUA TAIIUEHT4, IIOCKOJIbKY 060JIee 110-
30HEE HAYAJIO JICUCHUA CHIKACT €r0 3(P(PEKTUBHOCTD.
OOGBIYHO B XO/IE OTHOTO CEAHCA TIPOBOAUTCA OOMEHHOE
NIEPENTNBAHNE OTHON €ANHUIBI TUTA3MBI (40 Mi1/KT) [1, 70].
Jleuenue MOXHO MHTCHCU(PUIUPOBATD, YBEIUIUB OOBEM
06MEHUBAEMOM I1a3MbL. OOMEHHOE IIEPEIMBAHUE, IPOBO-
JUMOE [IBA PA3a B CYTKU B O3€ OQHON €UHULILI IUIA3MBL,
CYUTACTCA ONTUMAIbHBIM Y 3TOH I'PYIIIBI TALUEHTOB [70].
Yro Kacaercsa NH(PY3UU IIA3Mbl, PEKOMEHAYEMAs 1034
cocrasier 30-40 wi/Kr B iepsble CyTKUA U 10-20 Mu1/Kr
B CYTKHU B IIOCJIEAYIONEM. EXXeTHEBHOE IPUMEHEHNE I1TA3-
MBI CJIEAYET IPOJOJLKATD, ITO KPAMHEN MepE, €1Ie 2 CYTOK
NIOCJIE JOCTYKEHUS MOMHOU peMuccnu (1, 70].

Mudysuu mwia3mel 4 I1a3MOOOMEH IIPUMEHSIIN Y 1a-
1neHToB ¢ ['YC n myraupsaMu HF1 ¢ nenpio obecrieueHus
[MAlUEHTOB HOpMaIbHBIM HF1. ¥V HEKOTOPBIX TALIMEHTOB
3TO JICYCHUE HE JABAJIO HUKAKOIO 3(PEKTA, CIEIOBAI
CMEPTEIbHBIA UCXOJ WIN PA3BUTHE TEPMUHAIBHON I10-
YEYHOH HEJJOCTATOYHOCTH [37]. Y IPYIrUX MAIUEHTOB 34-
60J1€BAHNE NIPHOOPETANIO XPOHUYIECKYIO (popmy [20, 24]
WJIY JUIA NTOBBINEHUA noKasaresnier HF1 1o yposHs, f1oc-
TATOYHOI'O JI1 COXPAHEHUA PEMUCCHUH, TPEOOBAIUCDH
eXeHeebHbIe MHQY3UH IUa3Mel [49]. ].D. Stratton u co-
aBT. [75] y1aJI0Ch UH/IyIIPOBATH CTOMKYIO PEMUCCHIO Y ITa-
nuenTta ¢ myranpert HF1 u octpeim anusonom I'VC, io-
TPeOGOBABIINM ITPOBEIEHNA TeMOINANN3a. Uepes 3 Mecs-
1A eKEHEJEIbHOIO IPOBEACHMA IUTA3MOOOMEHA B COYe-
TAHUU C BHYTPUBEHHBIM BBEJCHUEM UMMYHOINIOOYIMHA
y MALMEHTA IPOM3OLUIO BOCCTAHOBJIECHUE (PYHKLIAN I10-
YEK, JUAIN3 IPEKPATIIIN U IIEPETUBAHNSA IUIA3MbI OTME-
Hu. Yepes 1 1ot mocie OTMEHbI TEPETUBAHUMI I1IA3MBbI
y IALMEHTA OTCYTCTBOBAIN IIPU3HAKU 3200ICBAHMA U 114~
LHUEHT HE HYKAAICA B Juanuse. [IpuMeHeHne MIa3Mel
IIPOTHUBOIOKA3aHO y NALMEHTOB € I'YC, BLI3BAHHBIM Strep-
fococcus pneumoniae, NOCKONbKY IUIA3Ma B3POCJIOIO 4e-
JIOBEKA COIEPKUT AHTUTENA IPOTUB aHTUreHa Thomsen—
Friedenreich, cnoCOOHBIE YTSKENATD TEUEHUE OOIE3HU.

Y ManMeHTOB ¢ MHOI'OYUCIEHHBIMU TPOMOO3aMH CO-
CYZOB MUKPOLIMPKY/IATOPHOI'O PyCJId MOYEK (110 ZAHHBIM
He(ppodUonCun), peppakTepHON IMIIEPTEHINEN UIN
NPU3HAKAMH I'MIIEPTEH3UBHON SHLE(MATONATHN, KOIA
TPAJULIMOHHBIE METO/bI JICYECHNS, BKJIIOYAsA IPUMEHEHHUE
IUIA3MBbI, OKA3bIBUINCH HEA(P(HEKTUBHBIMA U IEPCUCTUPO-
BAJIM TSDKEJIAA TPOMOOLUTOINIEHUSA U I€MOIUTUYECCKAS
AHEMUS, B PAJIE CIYUAEB MOJOKUTENbHAA AUHAMMKA ObLIA
OTMEUEHA MOCJIE BHITOJIHEHUS JIByXCTOPOHHEN HE(PPIK-
tomu# [61]. [TONBITKY IPUMEHEHHSI IPYTUX BHIOB JICye-
HUS, BKIIOYAs HA3HAYEHUE aHTUTPOMOOLIUTAPHBIX IIPE-
[IaPATOB, IPOCTALUKINHA, T€IaPUHA WIX (PUOPUHONIUTH-
KOB, CTEPOU/IOB U BHYTPUBEHHOE BBEJJCHUE UMMYHOIJIO-
OYJIMHOB, y TAKUX OOJIbHBIX HE YBEHYAINUCH ycriexoM [70].

B cyuasx, korna ['YC pa3BUBA€TCA B OTBET HA IIPUMeE-
HEHUE [IUKJIOCIIOPUHA WX TAKPOJIMMYCA, JAHHBIE IIPE-
I1APAThI JOJDKHBI ObITb OTMEHEHDL Y HEKOTOPBIX ITAI[UEH-
TOB OOHA/IEKUBAIOIINE PE3Y/ILTATHI ObLIU IIOTYyYEHBI IIPU
HCTIOJIb30BAHUN CHPOJIMMYCA B KAUECTBE MIPENAPATA Bbl-
6opa [21].

TepMmuHaIbHAA IOYEUHAS HEAOCTATOYHOCTD PA3BUBA-
ercs B 50% (pu Criopafinueckux ¢popmax) — 60% (pu
ceMernHbIX (popmax) non-Stx-HUS [8, 70]. B otimuune or
Stx-HUS npu non-Stx-HUS nepecajgka IOYKU HE BCEIAA
ABJIACTCS IIPUEMIIEMBIM BAPUAHTOM. TaK, IPUOIU3UTEIND-
HO Y 50% IalKMEeHTOB, IOABEPIIINXCA IEPECAAKE TOUKY,
HAOMIOAJIC PEUIUB 3A00ICBAHUS B TPAHCIUIAHTATE |2,
13]. PerniuBBI BO3HUKAIOT B CpeHEM yepe3 30 CyTOK
MOCJIE TPAHCIUIAHTAIIMN (MHTEPBA OT 0 CYTOK /IO 16 J1ET).
OHPEKTUBHOIO JIEYEHNA PELIUAUBOB HE CyIIECTBYeT. Ha-
pyuenue (pyHKIHUH TPAHCIUIAHTATA BOZHUKAET OOJIEE YeEM
y 90% ManueHTOB, IEPEHECIINX PELUIUB, HECMOTPS Ha
MHQY3UU WK OOMEHHBIE NEPEIUBAHNA IUIA3MBL, IPHUME-
HEHUE BBICOKUX J03 IIPEJHNU30HA WK OTMEHY LIUKIOCIIO-
puna [2, 70]. ITanuenTaM, NOTEPABIINM MIEPBBII 110YEY-
HBII TPAHCIUIAHTAT, IIOBTOPHASA TPAHCIUIAHTALINA HE I10-
Ka3aHa. [Ipy BBINOIHEHUY TPAHCIUIAHTALUN ITOYKU [IPU
non-Stx-HUS cienyer Taxke n3derats 3a60pa OPraHos OT
JKUBBIX POJCTBEHHBIX JJOHOPOB, IIOCKOJIBKY IIPOLIEAYPa
3200pa MOXKET IMOCIYKUTD (DAKTOPOM PHUCKA IIPOBOKALIUN
pa3BuTHA 3200JIEBAHMA Y CAMUX JOHOPOB, YTO OBLIO OIH-
CaHO HEIABHO B OTHOIIECHUU ABYX ceMel [13]. HoBble nan-
HBI€, IIOJIYYCHHBIE TP I€HETUYECKUX UCCIEAOBAHNAX,
IIO3BOJIAT 00JIEE TOYHO IIPOIHO3UPOBATh PUCK PELIUIN-
Ba. YV manuenTos ¢ myranuamu HF1 nokasareins peruau-
BOB, COIVTACHO JJAHHBIM PA3JIMYHBIX 00630pOB [8, 14, 50],
konebercs ot 30 1o 1009% 1 3HAYUTENBHO BBILIE, YEM Y
nauueHToB 6e3 myrauuit HF1 [8]. Beugy Toro uro HF1
OTHOCHTCS K IJTA3MEHHBIM O€IKaM, HICTOUHHUKOM KOTO-
PBIX ABJIACTCA NEYEHD, IEPECAIKA ITOUYKU HE YCTPAHAET
renernyeckuit feexr no HF1 [7, 87].

[IpOrHO3 TPAHCIUIAHTAUY [TOYKU OJIArONPUATEH Y
IALUEHTOB ¢ MyTanuaMu MCP, 4To TOATBEpAMIOCE ¥ 4 ITa-
LMEHTOB, IIOABEPITINXCA YCIICIHON IIEPECAKE C ITOCTIE-
JYIOIMUM O€3pENN/IUBHBIM TEUEHHUEM [66]. [ToCcKONBKY
MCP — 310 MEMOPAHHBIA OEIOK, SKCIIPECCU KOTOPOT'O
B IIOYCYHON TKAHU 3HAYMTEIbHO BEIPAKEHA, TPAHCIIIAH-
TAIMA IIOYKH JOJDKHA CIIOCOOCTBOBATD MCIIPABICHUIO
JIOKaJIbHOM gucyHKunu MCP.

IlepcrieKTuBBI

YCums yUEHBIX HANIPABJIEHB! HA BBIABJIECHUE HOsee
crenu(pUIECKUX OJXO/J0B, KOTOPbIE ITO3BOIUINA Obl BME-
IIATHCA B IEPBUYHYIO IPUYUHY MUKPOAHIMONATHH TIPU
paszmunbIx popmax ['YC. IIpu Stx-HUS B HacTOAIIEE BpE-
Ms U3Y4alOTCSl HOBBIC NIPEIAPATh, JCHCTBUE KOTOPBIX
HAIIPABJICHO Ha TIPEAYIPECKICHUC BO3/CHCTBHS IITUTa-
TOKCHHA Ha OPTaHBL Y MBIIICH C YCIIEXOM UCHOIb30Ba-
JI MOJIEKYJIIPHBIE KAIIKaHbI B BUJIE 6€300M/IHBIX PEKOM-
OUHAHTHBIX OAKTEPUIL, IPUMEHAEMBIX BHYTPb U UMEIO-
X HA CBOEH NMOBEPXHOCTU PEIEITOP K IUI'a-TOKCH-
HY, KOTOPBIH, B CBOIO OYEPE/Ib, CBA3BIBACT TOKCHH B KH-
nIeYHUKe [56, 59, 77]. Ipyroil oaxo/| 3aKI09aeTCs B UC-
MOJIb30BAHUY UHTUOUTOPOB IIUTI'a-TOKCUHA, HATIPHMED,
STARFISH, 0111ro6uBaeHTHOI'O, BOZIOPACTBOPUMOLO, YIJIE-
BOJIHOTO JINI'AH/I4, CHOCOGHOTO CBA3BIBATD BCE IIATH B-e/1u-
HHII TOKCHHA OJHOBPEMEHHO, YTO ITO3BOJINIO ObI PE/TYTI-
PEANTD MOBPEKJCHUE MUKPOIUPKYIATOPHOTO PyCia
IIOYEK TOKCUHOM, YK€ ITOIABUIMM B KPOBOTOK [47]. dpy-
I'Mi€ MCCJIEIOBATEIIN B 1IEJIIX OOJIErYeHUs TeUYeHUs 3200-
JIEBAHUS BBOJIWIN CBUHDBSIM aHTHUTENA, HEUTPATU3YIONINIC
TOKCHH [44]. HeKOTOpBIE yueHbIE O6PATHUIN BHUMAHHE Ha
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KOHEYHBIE 3TAIBI TATOr€HEe3d. BiIoKupoBanue TpoMouHa
aenupyauHoM B Mogenu Stx-HUS y 60p3bIx cOGaK TO3BO-
JIMJIO HECKOJIBKO CHU3UTH CMEPTHOCTD [60], 9TO YKA3bIBA-
€T Ha TO, 4YTO TPOMOUH MOXKET CIIYKUTb KIIOYEBBIM (DaK-
TopoM mnarorenesa Stx-HUS. B nacrosmee BpeMsa npogu-
JIAKTHKA OCTAE€TCA OCHOBHBIM IIOAXOOM K CHIDKEHHIO 32-
60IEBAEMOCTH U CMEPTHOCTH, CBA3AHHON C MH(PEKLINCI
Stx-E. coli. TpebyeTcss MHOIOI'PAHHDIIN IIOAXOJ, BKIIOYAIO-
IIUH HOBBIE CIIOCOOBI CHIZKEHHSI HOCUTEILCTBA StX-FE. coli
Cpeay JOMAIIHETO CKOTd U THIATEIbHYIO NPO(MMIAKTUKY
3APAKECHUA IPOJYKTOB MUTAHWA M HAIIUTKOB.

OTKPBITHE MYTALIUI [IO TPEM PA3IIMYHBIM PETYJLATOP-
HBIM I'€HaM KOMIUIEMEHTA CIIYKUT JOCTATOYHBIM JJOKA3a-
TEJILCTBOM YYACTUA AKTUBALMU KOMIUIEMEHTA B IIATOrE-
Hese non-Stx-HUS 1 yKa3bIBa€T HA TO, YTO UHTUOUPOBA-
HHE KOMIUIEMEHTA, BO3MOKHO, ABJIAETCA OCHOBHBIM Ha-
[IPABJICHUEM JICYCHHA Y ITUX NMALKUEHTOB. B Hacrodmee
BpeMA P KOMIIAHUH 3AaHUMAECTCA Pa3padOTKON MHIUOU-
TOPOB KOMIUIEMEHTA, 3TOT NPOLECC HAXOAUTCA HaA J10-
KIMHUYECKON U KIMHUYECKOM cTaausx [36]. HepaBHO
OBUIM CO3/JAHBI NTEKCENN3YMA0 U IKYIU3yMa0, 1BA BU/A
I'YMAHU3UPOBAHHBIX MOHOKJIOHAJIbHBIX AHTUTEJI IPOTUB
axropa C5, GIOKNPYIOMNX AKTUBAIHIO TOCJIETHUX KOM-
MOHEHTOB KoMIuieMeHTa [26, 30]. Eme ofinH mOoAX0/ K
6JIOKMPOBAHHUIO KOMIUIEMEHTA, M3Y4a€MBII B PAMKAX
KIMHUYECKUX UCIBITAHUH, 3aKII09A€TCA B IPUMEHEHNAN
pacTBOpUMBIX (popM uHruoéuTopa C3/C5-KOHBEPTA3H,
penienrropa kommiemenTa 1 (CR1) [39, 40].

CyIIECTBYET HAZIEAKA, YTO BBIIICOMMCAHHBIE MHIUOU-
TOPBI KOMIUIEMEHTA, ITOSIBUBIINCH HA PBIHKE, OKAKYTCA
nosne3sHbIMU Ipu non-Stx-HUS, npegoTepamas onocpe-
JOBAHHOE KOMIUIEMEHTOM IIOBPEXICHUE ITOYEK BO BPE-
M OCTPOI'O 3MU30/]A WX NPEAYIIPEKAAL PELUAUB IIOCTIE
NEPECAAKN ITOYKU. TEOPETUIECKA MHTMOUTOPBI KOMILIE-
MEHTA MOTYT NPEAYNPEKIATD PAZBUTUE OCIOKHCHUI,
HAIIPUMEP INEPBUYHOI'O OTCYTCTBUA (PYHKLIIMH II€YCHU
MOCJIE KOMOMHUPOBAHHOU NEPECA/IKU TOUKH U [IEUEHH Y
MTAIIMEHTOB C FeHETUYECKUMH Aedexkramu HF1.

Jnal'VC, ceazanHoro ¢ myranyamu HF 1, ciieruguaec-
Kasi 3AMECTUTEIbHASA TEPAIINS C IPUMEHEHUEM PEKOMOU-
HaHTHOIO HF1 MOrI1a OBl CTATh AILTEPHATUBOU UCIIOJIb-
30BAHMIO IUIA3MBL. YUEHBIE TAKKE IBITAIOTCA U30JIMPOBATD
(ppaxumu ma3mbl, odorameHnsie HF 1, koTopele obecre-
YMJIM OBl AITUEHTA AKTUBHBIMHU MOJIEKYJIAMU B JOCTATOY-
HOM KOJIMYECTBE U IIPU 3TOM CHUBUJIU PUCK PA3BUTHUSA
AUIEPIUN U TIEPETPY3KU SKUJIKOCTBIO. ECTh Hafex/1a, 4TO
yCIEXU B OOECIIEYEHUH HE30MIACHOCTH HOCUTENIEN I'E€HOB
1 3 PEKTUBHOCTH IIEPEHOCA I'€HOB YK€ B OMKaUIIEM
Oy/yLIEM MTO3BOJIAT UCIOIb30BATh I'E€HHYIO TEPAIHIO JUIs
JIEYEHUS ITUX MALUEHTOB. [IpOIOJIKAIOIUECS UCCIIENO-
BAHMSA JPYTUX PETYIATOPHBIX I'€HOB KOMIUIEMEHTA, BO3-
MOKHO, TO3BOJIAT MOJTHOCTBIO Pa300PAThCs B MOJIEKYJIAP-
HBIX OCHOBAX MATOreHe3a non-Stx-HUS u ucnonbp3osath
MOJTyYEHHBIE JJAHHBIE JUIA YIy4YIIEHNA BO3MOXKHOCTEN JIe-
YEHUS 3TOTO 3200JIEBAHMS.
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CoBpeMeHHbIe TEHAEHLUMM B CO3AAHMM
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Modern trends in formation of vascular access

for hemodialysis
Review

A.Y. Beliaev

Kniouegoie cnoea: npozpammmiti 2eMOOUANUS, COCYOUCMbLLL OOCITIYN, APIMEePUOBeHO3HAL PUCh I,
CUNMEMUMECKULL COCYOUCTIBLIL TPOIME3, UeHMPANLHBLIL 6HYMPUBEHNHLLIIL Kamemep.

JOCTIKEHUA B TEXHOJIOIMHU I'€MOJUAIN3a B KOHLIE
IIPOLUIOrO ¥ HAYAJI€ HBIHEITHETO BEKA CIIE PA3 IIOATBEP-
JWIM MHEHHE O IIPUOPUTETHOM 3HAYEHUU KA4ECTBA CO-
CYAUCTOrO JOCTYNA YISl OOECIEYEHNS aIEKBATHOIO U O€3-
OIIACHOrO IporpammHuoro remoguannsa (II7). B Poccun
JOIIOJHUTEIbHBIA BKIAJ B MOBBIIIEHUE AKTYdJIbHOCTH
BOIIPOCA BHOCUT Y 3HAYMMBIN IIPOIPECC B AUATHOCTUKE
3260/1€BAHNI, BEAYIUX K PA3BUTUIO TEPMUHAIBHOU XPO-
HUYECKON noueyHoit Hegocrarounocru (TXITH). Cnen-
CTBUEM 3TOT'O ABJIACTCA 3HAYUTEILHOE €KETOJHOE YBEIIH-
YCHME YHCIA TAUUEHTOB, HYKIAIOMNXCS B 3AMECTUTEIIb-
HOI ITIOYEYHOH TEPAIINH, ITU IIOKA3aTENN B Poccum npe-
BBIIIAIOT CPETHEMUPOBLIE TEMIIBI [1]. VirydimeHnne Kade-
CTBA I€MOJIMAIN3d U COOTBETCTBECHHO BBUKUBAECMOCTU

MALMEHTOB HAPAAY € JE(DULIUTOM TIOYECYHBIX TPAHCIUIAH-
TATOB BEZIET K YBETMYEHUIO CPOKOB HAXOXK/IEHUS OOJIbHBIX
Ha [1I']]. Bcaeacrsue 3Toro BO3pacTaoT TpeGOBaHUS K
60Jj1€€ IPOAOIIKUTEIBHOMY (DYHKITMOHUPOBAHUIO COCY-
JUCTBIX JOCTYIIOB Il [EMOJUAIN3A.

HpeanpHbIM COCYAUCTBIM JOCTYIIOM IIPU3HAETCA Ta-
KO, KOTOPBIN OOECTIEUNBAET d/JICKBATHBIN KDOBOTOK JUIA
IPOBEACHUA I'€MOAUANN3A, (DYHKIMOHUPYET JIMTEIBHO
(MHOIHE rofibl) ¥ HE UMEET OCIOKHEHMIL. Ha ceroanam-
HUI ICHD CYLECTBYET HECKOJIBKO OCHOBHBIX BUIOB COCY-
JMCTBIX JOCTYIOB, KK/BIA U3 KOTOPBIX OOJIAJAET PAIOM
IPEUMYIIECTB U HEIOCTATKOB.

B naubosbnel creneHu TpeOOBAHUAM, IIPETbsBIISIC-
MBIM K OIITUMAJIBHOMY COCYAUCTOMY JIOCTYITY, YAOBJICTBO-

Aopec ona nepenucku: 123182, 2. Mockea, [lexommnas ya., 0. 3. IKb 052, MIHIJ
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