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Pesrome

Axmyanrvrocmes. ATunimasbIii reMoAnTHKO-ypemudeckuii cuHApoM (al'YC) xak pa3HOBUAHOCTB TPOM-
GoTuueckoii Mukpoanruonatuu (TMA), conpsokeHHaA C IATOAOTHEN CHCTEMbI KOMIIAGMEHTA, 3aHIMAET
Ba’KHOE MECTO B CTPYKType IOPa>KeHUA II0YEK U CBA3AHA C BHICOKOH BEPOATHOCTBHIO IOTEPU (PYHKIUU
ITOYEK U IIOPAXKEHUEM APYTHX KU3HEHHO BAXKHBIX OPTaHOB.

Lleaw uccaedosanns. OueHNTH pe3yAbTATHI HAOAFOACHUA U AeueHHs nanuenToB ¢ al'YC, moayuarommx
KomiAeMeHT-6Aokupyromyro Tepanuio (KBT), B maane o6ireii u moyevHoil BBDKABAEMOCTH.

Mamepuanvt u memodse. IpoanasnsupoBansl ucTopun 60Ae3HI U aMOYAATOPHBIE KAPTHI 25 MAIEHTOB
c al'YC, HabaropaBmuxca B otAeaeHnn Hepposoruu O6aacTHo kKaumHuueckoi 6oapHuIb Ne 1. Exare-
punbypra c 2014 mo 2024 roa (10 aer). ITpumenaauce MeToAbI A pepeHIINAABHON AMATHOCTUKI AAHHOM
IIATOAOTUH, A TaK)Ke MopdoAroruueckue (GHOICHA II0OYKH) ¥ TeHETUYECKHE (TEHEeTUYIECKOe NCCAEAOBAHHE
CHCTEMbI KOMIIAGMEHTA) METOABI ICCACAOBAHIA. B kKauecTBe METOAOB A€UEHNA NCIIOAB30BAANCH: IIAA3MOTe-
panus (tpancdysuu cBexxedamoporxeHHoit maazmol, C3IT n/uan naazmoobmen), u/man KBT (axyansymab).

Crarucrmdeckasa o6paboTka MaTeprasa, aHAAU3 OOIIEll U IMOYE€UHOH BEDKHBAEMOCTU IIPOBOAUANCH
C HCIIOAB30BAHUEM ITaKeTa IPUKAAAHBIX iporpamm SPSS, Bepcusa 24. Aaa o6paboTku GbIAM IIPUMEHEHBI
METOABI OIHCATEABHOM CTATHCTHUKY, OLICHKA BhDKHBaeMocTH 1o Kamany-Metiepy (¢ ImocTpoeHHeM COOT-
BETCTBYIOIINX IPA(UKOB) M TOUHBINA Kpurepuii Purrepa AAA MESKIPYIIIIOBBIX CPABHEHMIA.

Pesyavmamuot. Boian Be1aBaens! Takue Tpurrepsl al'YC xak: 6epemMeHHOCTE U poABI (32%), nH(peKnmn
(16%), IgA-aeppomnarua (8%), npuem opasbHBIX KOHTpanenTusoB (8%), NHraAANMOHHOE OTPaBACHUE
Kpackoi (4%), TpancrmaanTanua nouku (4%). Ilopaskenne mouyek HAGAIOAAAOCH Y BCeX marueHToB. Ya-
CTOTA 3KCTPAPEHAABHBIX MOpakeHHH y narueHToB ¢ al'YC pacrpeaeAsasack CAGAYIOIIM 06pa3oM: cepAlie
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u ITHC - 48% narmenros, 2KKT — 44%, serxue — 28% narueHTOB 1 Apyrue. Y 22 HaIieHTOB OBIAO BHIIIOA-
HEHO I€HETHYECKOE HCCACAOBAHIE CHCTEMBI KOMIIACMEHTA, IIPH 9TOM MyTAIIMU I€HOB, ACCOLUUPOBAHHBIX
c al'YC 6b1au 0O6HapyxkeHs! y 12 (54,5%) 06caepoBannbix mamuenTos. Cpean Hux: CFH, CFHR1, CFHR3,
CFHRS5, CFI, CD46, ADAMTS13. O01asa BEDKAUBAEMOCTD ITAIMEHTOB COCTABUAA: OAHOAETH:AA — 96%, At
u AecarusetHAA — 89%. Ilpu sToM, OAHOACTHAA ITOYeUHAA BRDKHBaeMOCTh cocraBuaa 100%, narusernas
84%. ITaazmoreparmsa B Buae Tpancdysuii C3I1 66142 npumenena y 10 (40%) nanuenTos, msasmoooMeH
y 16 (64%) nanuenros. Cuenndguueckas KBT skyansymabom mciroas3oBasacs y 22 (88%) manmenTos.
OrMmeHa 5KyAn3ymaba ObiAa CBA3aHA C BBICOKUM puckoM permaua TMA — 36%.

Bo1600dwr. TIpu aanTeabHOM HaOArOA€HHH KOTOPTHI 25 marmenTos ¢ al'YC, moayuarommx cueryudu-
ugeckyro KBT, ormedeHa yAoBA€TBOpHTEABHAA 00IaA BBDKHBAEMOCTh IIAIIMEHTOB: OAHOAETHAA — 96%0,
5-aetrsas 89%, u moueunas BLLDKUBAEMOCTD: oaHoAeTHAS 100%, 5-aeTrsas 84%.

Kaurouesvie cnosa: amunuunviil cemonunmuro-ypesuneckusi cunopoM, cucnema KoOMMACMEHNIA, 1POMOOIIUYECKaR MUKDO-
AHZHONANIUA, XPOHUYECKAA 0N€3HE NOUEK, NNOUECUHAR BLINUBACLMOCIID

Abstract

Introduction. Atypical hemolytic utemic syndrome (aHUS) is a rare form of thrombotic microangiopathy
(TMA) associated with dysregulation of the complement system. aHUS take an important place in the
spectrum of kidney disease because of the high risk of kidney loss and damage to other vital organs.

Objective. The evaluate the outcomes of follow-up and treatment of patients with aHUS receiving
complement-blocking therapy (CBT), with assessment of overall and renal survival.

Materials and methods. Medical records and outpatient charts of 25 patients with aHUS followed at the
nephrology department of Yekaterinburg Regional Clinical Hospital No.1 between 2014 and 2024 (10 years)
were analyzed. Differential diagnostic methods, as well as morphological (kidney biopsy) and genetic
studies (genetic testing of the complement system) studies, were performed. Treatment included plasma
therapy (fresh frozen plasma (FFP) transfusions and/or plasma exchange) and/or CBT with eculizumab.

Statistical analysis was performed using SPSS version 24. Descriptive statistics, Kaplan-Meier survival
estimates with corresponding graphs, and Fisher's exact test for intergroup comparisons were used.

Results. The identified triggers of aHUS included pregnancy and childbirth (32%), infections (16%), IgA
nephropathy (8%), oral contraceptive use (8%0), paint inhalation poisoning (4%), and kidney transplantation
(4%). Genetic testing of the complement system was performed in 22 patients, and pathogenic variants
associated with aHUS were identified in 12 (54.5%) of the examined patients. Overall patient survival
rates were 96% at as: 1year, and 89% at both 5 and 10 years. Renal survival was 100% at 1 year and 84%
at Syears. Plasma therapy with FFP transfusions was administrated to 10 (40%) patients, and plasma
exchange was petformed in 16 (64%) patients. Specific CBT with eculizumab was used in 22 (88%) patients.
Discontinuation of eculizumab was associated with a high risk of TMA recurrence (36%).

Conclusion. Long-term follow-up of 25 patients with aHUS receiving specific CBT demonstrated
satisfactory overall patient survival (96% at 1 year, 89% at 5 years) and renal survival (100% at lyear, and
84% 5 years).

Key words: atypical hemolytic uremic syndrome, complement system, thrombotic microangiopathy, chronic kidney disease, renal
survival

AUTHYCCKON aHeMHEH (MEXAHIYECKUI FeMOAU3), AU-
XOPAAKOHI M HIIEMHUYECKUM ITOPAKEHIEM PA3AMIHBIX
OPraHOB, AABHEIM OOPA30M, ITOYEK U IICHTPAABHOMN

Bseaenue

ATHIIMYHBINA TeMOAUTHKO-YPEMUIECKUH CHHAPOM
(aI'VC) — aro opdannoe cucremnoe 3aboAeBaHme
U3 IPYIIIEL TPOMOOTHYICCKUX MUKpoaHrronatuil (TMA)
C IIPOIPECCUPYIOIINM TEICHUEM B HEOAATOIIPHATHBIM
IIPOTHO30M, B OCHOBE KOTOPOTO ACKUT HEKOHTPOAUPY-
eMast AKTUBAINA AABTEPHATHBHOIO IIYTH KOMITACMECHTA
(AIIK) HACAEACTBEHHON MAM IPUOOPETEHHOH IIPH-
POABIL, IIPHBOAAIIAS K TEHEPAAH30BAHHOMY TPOMDOOO-
PA30BAHHIO B COCYAAX MHKPOLUPKYASTOPHOIO PycAa
[1, 3,5, 6, 10].

Kanangeckn TMA npossasercss TpomMOommTOIIe-
HHEH IOTPEOACHHA, MHKPOAHTHOIIATHIECKONH TeMO-
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nepsuoi cucrems (LIHC) [1, 3-6, 10].

ATHIIIYHBINA T€EMOAUTHKO-YPEMUIECKUE CHHAPOM
(al'VC) momker OBITD OOYCAOBACH I'€HETHUCCKUMU AC-
dexramu AIIK (y 50-70% marnenToB) HAN HAATYHEM
ayroarrurea K paxropy H xommaemenra (CFH) — arrru-
TEABHBII HAH ayTouMMyHHBIH al 'V C, KoTOpEIiT HAOATO-
Aaercs mpumepro B 20% cAydae, IperMyIIeCTBEHHO
V ACTEll, OAHAKO BO3MOKEH H Y B3pOCABIX |1, 5, 0].

Ha ceroamsanrauii AeHb MMeeTcs ABA OCHOBHEBIX
MeTOA2 Aederus manueHTos ¢ al'VC: maasmoreparus
B BuAc Tparcdysuii C3I1 [7-13, 16, 17] u mrazsmoodmeHa
[2, 7-15] u marorenernveckas KbT ¢ mcrioapsoarmem



PeB‘/J‘IbTGTbI LUTENBHOTO HO6J’IIOD,EHMH KOropTbl NALUMEHTOB C ATUMUYHBIM TEMONUTUKO-YPEMMYECKMM CHHAPOMOM

IIperapaTa 3KyAU3yMad, OAOKHUPYIOIIErO TePMUHAAD-
Hblii pparment kommaementa [7-9, 11, 17-23, 25, 26-29)].

Ha ceroansnamit AeHp paboT, ACMOHCTPUPYIOIIIX
PE3YABTATHI AAUTEABHOTO HAOAIOACHUA U ACYCHUA
marmenTos ¢ al'VC Becema Hemuoro [34, 35]. Drum
1 0OOYCAOBACHO IIPOBEACHHE HAMU AQHHOTO HCCACAO-
BAHWUS.

ITeAr MccAEAOBAHMA: OLIEHUTH OOIUMN U ITOYEY-
HBIH HCXOABI ITanueHTos ¢ al 'V C kak pesyAbTaT AOATO-
BPEMEHHOTO HAOAFOACHUS U ACUCHUS.

MarepuaAbl 1 METOABI.

[IpoBeACHO PETPOCIEKTUBHOE, KOTOPTHOE, Ha-
OAIOAATEABHOE, OAHOIIEHTPOBOE HCCAEAOBAHIE
25 manueHTOB € YCTaHOBACHHBIM AuarHo3oM al'VC,
HAOATOAABINUXCA B OTAeAeHHH Hedpoaormn ObAact-
HOH KAMHHYeCKOH Ooapnnmier Nel r. ExarepunOypra
¢ 2014 o 2024 roa (10 aer). Cpeanuit cpok HaOATOAE-
Hus cocTaBrA 4 roaa 11 mecsares, ¢ pazmaxom ot 5 Mec.
m Ao 10 aer 4 mecsnes. Cpean marmenToB OBIAO 15 KeH-
e (60%0), 1 10 (40%) mysxuus. B MmomenT mocranosku
AMATHO32 BO3PACT IIAIIHEHTOB KoAeOaaca o1 8 Ao 70 aer,
cocraBuB B cpeaHem 33,2113.1 aer.

Awmarzos al'VC ycraHaBAMBaAH Ha OCHOBAHUI BBISAB-
Aerns cuaapoma TMA (KymOc-HeraruBHAS MEKPOAHIT-
OIIATUYECKAA TEMOAUTIICCKAS AHEMHUA, TPOMOOIIUTOLIE-
HUSA, TPU3HAKA ITOPAKEHHUA IIOUEK HAH IIOAMOPIaHHOE
[IOPAKEHIE) ITOCAE UCKAIOYCHUA APYTHX IIEPBUYHBIX
n Bropuaabix TMA: rpomborideckasn TpomOoIITOIE-
HUYecKas IypIypa, anTH(OCHOAUIHAHEBI CHHAPOM,
IIAPOKCU3MAABHASA HOYHAA TEMOTAOOHHYPHSA, OHKOAO-
ITYECKAs U OHKOIEMATOAOITYECKas matoAorus [3].

9 (36%) manmenTam OBIAO BBITOAHEHO MOP(OAO-
THYECKOE HCCAEAOBAHME TKAHH ITOUYKH. [Tokasanmem
K HEMy ABASAUCE: TedCHHE OOAC3HH Oe3 TPOMOOLUTO-
neHun, HO ¢ noseimenueM AAL, HeyTouHeHHOE OCTpOE
IIOYEYHOE ITOBPEKACHHE, IPOTEHHYPHA O€3 IOAHOI
kapTaasl TMA.

22 (88%) marmenTtam OBIAO BBIITOAHCHO ICHETHYC-
CKOE HCCACAOBAHIE CHCTEMBI KOMIIACMCHTA METOAOM
cekBeHUpOBaHUA. PacImmpeHHas IIaHEAb MYTALIHI
renoB, acconnupoBauueix ¢ al'VC, BkArogana B ceOs:
CD40, CFB, CFH, CFHR1, CFHR2, CFHR3, CFHR4,
CFHR5, CFI, DGKE, PIGA, THBD, C3, ADAMTS13,
SERPINE1, MTHFER, ITGA2, FGB, F13A1, F7, F5, F2,
ITGB3, MMACHC, INF2, VIN. B macrostimmuii MmomenT,
B coorserctBun ¢ kaaccudurarmeir ACMG BoiaeAsroT
CACAVIOIIIE BAPHAHTHI MYTAIllUI: IIATOICHHBIE, BEPO-
ATHO-ITATOTE€HHBIE, C HEOIIPEACACHHBIM KAMHUYECKIM
3HAYCHHEM, HeraToreHHsle [38-40].

[Tprr BO3SMOKHOCTH OIIPEACAAAOCH 3HAUYCHUE MEM-
opanoaraxkyroriero komaekca (MAK) maasmer B Mo-
menT octpoii TMA. Ilokasanmem AAfl oIpeseACHHS
MAK ABASIAOCB: MEAACHHAA, YACTHIHAS HOPMAAUSALIIA
reMaTOAOTHYECKUX II0Ka3aTeAel (DoAee 4 HEACAB), ITO-
BTOPHOE YXYAILICHHE I€MATOAOIHYCCKUX IIOKA3ATEACH,
a TaKKe yXyAlleHue (YHKIIMK 1ToYek Ha POHE 1aTo-

OpMI’MHOﬂbeIe CTaTbU

rererudeckoil Teparnuu. [lossrmenue yposas MAK
(pecbepencuse snadenus Meree 2000 MxEA/MA) Gb1a0
ormedeHo y 5 u3 8 (62,5%) marueHTos.

B kadecrBe METOAOB A€UCHHUA IIPUMEHAANCD: ITAA3-
MoTepartus (TpaHCY3HN CBEKE3AMOPOKEHHOMN IIAA3MBI
(C3T1) u/mAn mAasMOOOMEH) 1/ AU KOMIAEMEHTOAO-
Kupyroras tepanus (9kyAusymad). OrBerom Ha IIAA3-
MOTEPAITHIO HAH KOMIIACMEHTOAOKUPYIOIIYIO TEPAIIHIO
(KbT) cumrasm: reMaTOAOIHYECKHUI OTBET — HOPMAAU-
sarud uncaa Tpombornuros, AAL, rarrrorao0mHa Kpos,
ITOYCYHBIH OTBET — YAVYIICHHIE HAU HOPMAAH3AIIHA
yukrmu movexk o yposuio kpeatnauaa 1 CK®, Boc-
CTAHOBACHIE (DYHKITHI APYTHX OPTAHOB — CEPALIC (YA~
IIICHHUE TTOKa3aTeAs (DPAKIIUU BHIOPOCA), CO CTOPOHBI
HHHC (xyrmpoanue HEBPOAOTHYECKON CHMITTOMATUKI),
CO CTOPOHSI Aerkux (motpebrOCTs B IBA, cHInkenne
CTEIECHH ABIXaTEABHON HEAOCTATOUYHOCTH), CO CTOPOHBI
IIeYeHN (HOPMAAHBAIIHS YPOBHA TPAHCAMIHAS).

AHAAU3 AAHHBIX IIPOBOAHUACH C HCITOAB30BAHHEM
CTATHCTUYECKOIO IIporpaMMHuoro obecnedenus SPSS-
Bepeus 24. Aas 06pabOTKH OBIAU IIPHMEHEHBI METOABL
OIIMCATEABHON CTATUCTUKHU, OI[EHKA BBIKHBAEMOCTH
o Kanaany-Meiiepy (c mOCTpOEHHEM COOTBETCTBY-
rornux rpaduKoB) u TOYHHIN kpurepuil Purrepa Aad
MEZKIPYIIITIOBOIO CPaBHEHHA. TepMIHAABHBIM COOBITHEM
LIPH pacyere IOYCIHOH BEIKUBACMOCTH CIUTAAU (DAKT
HAYAAA 3AMECTHTCABHON IIOYCYHON TEPAIINHU B CBA3H
C KOHCTaTaIllel TePMUHAABHOM ITOYEIHON HEAOCTA-
tounoctu (TIIH). I1pu pacuere modedHoil BeuKHIBAC-
MOCTH OBIAML HCKAFOYEHBI IAIEHTHI, ¥ KoTophix TTIH
Pa3BHAOCH AO HAYAAA TEPAIIUU 9KYAU3YMAOOM.

PesyapTaTsr

Tpurrepom al VC B 8 (32%) cayuasx Obiau Oepemen-
HoCTh u poAR! (axyrrepckuti al' VC), B 4 caywasx (16%) —
nHdeknun (IpuIllr, HoBag KOPOHABUPYCHAA HH EK-
nus (HKBI)), serpanas ocna, maesmonwms). ¥V 2 (8%)
marmeHToB AI'VC coueraacs ¢ [gA-rHedpomarueti, ko-
TOpAas TAKAE PACIIEHNBAAACH HAMH B KAYECTBE TPHITEPA
al'VC. Berperuancs u apyrue tpurrepst al'VC: aan-
TEABHBII IIPHEM OPAABHBIX KOHTparenTusos — 2 (8%)
CAyYaf, HHTAAAIIMOHHOE OTpaBAeHNE Kpackol — 1 (4%0)
cAy4ai, TpaHcmaanTanusd mouku — 1 (4%) caygait.
He yaanocs maentudunuposars tpurrep y 7 (28%)
marenTos (puc. 1).

Myrarun reHos, acconuuposarnsie ¢ al'VC, Obian
obmapyuxens y 12 (54,5%) manmenTo n3 22 obcaeso-
BaHHBIX. B Ta0Aurie 1 mpuBeACHBI AAHHEIE O KOAUYECTBE
1 Xapakrepe OOHapyKeHHbIX MyTarmii [3, 39, 40]:

V 2 (11%) marmenTox Ob1Au BerssBAcHE! aHTH-CFH-
anrureAa B tutpe 2671 n 5678 AU/ml. ITpu srom
1 marmenTKa M3 HHX NMEAA TCHETHYCCKYIO MYTALIHIO
cucremsl komraemenTa (CFHR1, CFHR3) u nmossi-
menssiii yposenb MAK. Aanmas marnmenTka mortepsaaa
(PYHKIIMFO TOYCK B MOMEHT IIOCTAHOBKI AUATHO34, OBIAA
PE3HCTEHTHA K TEPAIINHI KyAU3YMAOOM H yMEPAA Yepes
8,5 MecAIeB HADAIOACHHUA B PE3YABTATE OCTPOIO HAPY-
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BepemeHHOCTb U pofbl

WHbekunsa

lMprem opanbHbIX KOHTPALLENTUBOB
IgA-Hedponatna

VIHranALMoHHoe oTpaB/eHne Kpackom

TpaHcnnaHTaumsa noykn

TpI/l rrepbl HEN3BECTHbI

Puc. 1. Tpurrepbl al'YC nccnepyemoii KOropTbl NaLMeHToB

Fig. 1. Triggers of aHUS in studied patient cohort

IIEHUS MO3TOBOIO KPOBOOOPALIIECHHS IT0 TeMOPparude-
ckomy Tuiry. Bropas marmentka ¢ antHTeAaMu K dax-
Topy H #xmnBa, HO AOCTHUTAQ TEPMUHAABHON ITOYEUHON
HEAOCTATOYHOCTH, ITOTPEOOBABIIECH 3aMECTUTEABHOMN
ITouevHOM Tepanuu yepes 42 mec. (3,5 roaa) mocae Ha-
4gana 3a00ACBAHIAL

[TpoBeACHO M3yYEHHE YaCTOTHI BBIABACHHA I'CHE-
THYECKHX A€EKTOB KOMIIAEMEHTA B 3aBHCHMOCTH
ot tpurrepa al' VC (raba. 2). Haamdue myrarmii reHOB
KOMITAEMEHTA BBIABAEHO Y 8 (83,3%0) MAITHEHTOK C aKy-
mrepckuM al VC u y 4 (66,7) manueHToB ¢ HHMEKIHOH-
HBIM TPHITEPOM 3200AEBAHUA.

V 4 u3 7 manuenToB ¢ HEMACHTU(UIITPOBAHHBIM
TPUITEPOM OBIAU BBIABACHBI AC(DEKTHI B CACAYIOIINX
rerax cucrembl KommaemenTa: CFH, CFHR5, CD46,
CFHR1-CFHR3.

Vposeas MAK (c5b9) 6e1a ompeaenen y 8 (32%)
IIAIIMEHTOB, U3 HUX ITOBBIIIEHHBIH ypoenb MAK
Op1A BEIABACH Y 5 marmenToB. 3uadenne MAK y otux
rmaruenToB KoAebaroch o1 1756 Ao 3064 MxEA/MA, co-
craBAss B cpearem 2132 MkEA/MA.

Ta6nuua 1 | Table 1

leHeTnueckue MyTauunn N aHTUTENa K ¢aKTopy H
06CﬂeHOBaHHbIX nauneHToB

Genetic variant and anti-factor H antibodies
in the examined patients

N°n/n  HasBaHue myTauuin 6:::::x BapuaHt
1 CFH 3 BepoaTHO naTtoreHHas
2 CFI 1 BepoAaTHO natoreHHas
3 CD46 (MCP) 3 BepoAaTHO naTtoreHHas
4 Heneuns CHFR1-3 5 BepoaTHO naTtoreHHas
5 CHFR3 1 BepoAaTHO natoreHHas
6 CHFR5 1 HeAcHoe kKnuHnyeckoe
3HayeHne
7 aHTn-CFH-AT 2
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Bce manueHTsl IMEAU Ty HAH HHYIO CTCIICHD CHE-
keHuA (PYHKIINHU ITOYEK B HAYAAE HAOAIOACHUSA B BHAC
OIIIT — 18 (72%) ueaosex, aubo B Bupae XbIT 5 cra-
aun — 7 (28%) geaosex. 1o craamam OIIIT coraacuo
kaaccuduranmn KDIGO nartmentsr pasaeAUAHCH cAe-
AyroraM obpasom: 2 craaus — 1 (6%) manwenrt, 3 cra-
Anst — 16 (88%) marmerrros. B aebrore 3ab6oaearmsa 18
(72%) maIMEeHTOB HYKAAAMCH B 3aMECTHTEABHOM TO-
ugeunoi reparmu (3I1T). K xouny nadaroaenns 3I1T
tpeboBarach 12 (48%) marmenTam.

buoncusa movykn ObIAa IPOBEACHA 5 MaIHEHTAM
AAHHOI Koroptsl. Bo Bcex cAywafsx ObIAd ITOAyUEHA
kapruHa XpoHndeckoir TMA, B AByx cAyuasx B code-
tarnu ¢ IgA medpomatneit. OAHOMY manmeHTy ObIAd
BBIITOAHEHA TPAHCIAAHTAIINA IIOYKA AO AMATHOCTH-
posarua al'VC. V AaHHOTrO marumeHTa IPOM3O0IIEA
perans al'VC B TpaHCIIAaHTaTE, 9TO OBIAO AOKA32HO
BBIABAGHHEM ITI0 OMOIICMM TPAHCIIAAHTATA OCTPOM
n xpoumdeckoii TMA n obHapyxeHHEM MyTAIIHIT
B reHax, accoruuposannbx ¢ al'VC: CFHR1, CFHR3,
CD 4o.

AprepnaApHas rHIIepTEH3HA HAOAFOAAAACE Y 18 1ma-
rmenToB (72%). B Tom wncae marmenTos ¢ Al 3a0ka-
YEeCTBEHHOIO TeueHUs HAOAIOAAAOCH 7 deArosek (39%
ot uncaa maruerTos ¢ Al).

Ha ocroBanum oAy4eHHEIX 1 0OpaOOTAHHBIX AAH-
HBIX OBIAA IIOCTPOCHA KPHBASA BEUKUBACMOCTH ITAIIIECHTOB
c al'VC B Tegenne 10-AeTHero meproaa HaOAIOACHUA
(puc. 2).

3a BpeMs HAOAFOACHISA YMEPAU ABA ITAITHEHTA, IIPO-
AOAKHUTEABHOCTD X KH3HU C HAYAAd HAOAFOACHHUSA CO-
craBuAa 7 u 45 mecAnes. Bpems HaOAFOAEHHA OCTAABHBIX
23 maruenTOB cOCTaBUAO OT 2 A0 121 mecsanes. Oano-
ACTHSAA BBDKUBACMOCTD HAIHEHTOB ObIAa paBHA 96%
(cranpaprHas ormubka 3,42%), a 5-aetaa — 89% (cran-
AaprHas ormmoka 10%0). [prrarmamu cvepta narpenToB
ObIAM remMopparngeckiii HHCYAbT (1 marentT) u cerrcnc
(1 manmenr).
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OpurHanbHbie cTaTh

EMMYECKMM CMHOPOMOM

Ta6nuua 2 | Table 2

YacToTa BbisiBNI€HNA reHeTU4eCcKnx Aed)eKTOB KomMmnjieMmeHTa B 3aBNCMMOCTU OT Tpurrepa alryc

Frequency of complement according to aHUS trigger

Pe3yana'rb| reHeTn4yeckoro aHanumsa

Yucno naymeHToB
B mccnenyemoﬁ Koropte

naU,l/leHTbI-y‘-laCTHVIKI/I

MaToreHHble myTauun MaToreHHble MyTauun

Tpurrepbi aHanusa O0GHapy>KeHbl He o6Hapy»eHbl
A6contotHoe  [MpoueHT Yucno MpoueHt KonuuectBo [poueHt KonuuectBo  [lMpoueHT

yucno (%) YyYacCTHUKOB (%) cnyvyaeB (%) cnyvyaeB (%)

BepemenHocTb 1 POAb 8 32,0% 6 75,0% 4 66,7% 2 33,3%

(akywepckun alr'yC)

OcTpble nHbeKLUN

(rpunn, HKBW, BeTpaHas 4 16,0% 3 75,0% 2 66,7% 1 33,3%

ocna, MHeBMOHMA)

Nlekapcteenrio- 2 8,0% 23 100,0% 0 0,0% 2 100,0%

VHAYUMpoBaHHbIv al'yYC

IgA-HedponaTua 2 8,0% 2 100,0% 0 0,0% 2 100,0%

ULICLEREREL G 1 4,0% 1 100,0% 1 100,0% 0 0,0%

OTpaB/ieHne KpacKoi

TpaHcnnaHTauma NoYkn 1 4,0% 1 100,0% 1 100,0% 0 0,0%

MaumeHTsbI

C HeyCTaHOBJIEHHbIM 7 28% 5 57% 4 80 % 1 20%

TpUrrepom

3a Bech IEPHOA HAOAIOACHUA HAIIMCHTOB YTPATHB-
mx yHKnnio movek 0sao 12 geaosek (48%). I1pu
3TOM CACAYET OTMETUTD, 4TO AHarao3 al ' VC cemu (28%)
13 25 MAeHTOB OBIA YCTAHOBACH iK€ B IIEPUOA TEPMH-
HAABHOH 1109eIHOH HeaocTaTounocTd (5 craaua XbIT).
HMcxoAst 13 5TOrO 0OCTOATEABCTBA IIOYEUHASA BHIKHBAC-
MOCTB OBIAQ PACCUMTAHA AAl OCTAABHBIX 18 ITaIiieHToB.
M3 s1ux 18 maruenToB 3a HeproA HaOAFOAEHUSA ITOCTO-
AHHAS 3AMECTHTEABHAA [IOYEUHAA TEPAITNA ITOTPeOOBa-
Aack 1atn (27,7%). [lpu 3ToM OAHOAETHAS BBIKUBAC-
Moctb mouek cocrasura 100% (cramaaprHas ormmOka
pasua 0,6%), a 5-aeruas — 84% (cramaaprHad omIHOKa
pasua 10,5%), cootsercrBeHHO (puc. 3).

1,04 1

KymynsATMBHan BbIKNBAEMOCTb MaLMeHTOB
o
N
|

(=}
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Puc. 2. BbkBaemocTb naumeHTos ¢ al'yYC
3a 10-neTHUiA nepuoa HabnoaeHna

Fig. 2. Survival of patients with aHUS during
a 10-year follow-up period

Kpome mouex HAOAIOAAAOCH ITOPAKEHUE APYIUX
oprauos. boasme 1 mopaxeHHOro opraHa BBIABAA-
Aock y 19 manmenTos (76%). Ilpu sTom mopaxkenme
cepama onpeaeadsocs y 12 manmentos (48%), LIHC —
y 12 marmentos (48%), ZKKT — B 11 cayuasx (44%),
A€rkux — y 7 maruenTos (28%), mopasKeHue MBIIIIIT —
y 3 manmenTos (12%), raas — y 2 maruentos (8%), me-
pudepuaeckoit HepBHOI cucteMel — y 1 martuerra (4%),
ko — y 1 manmenta (4%) — pucyHok 4.

[Taazmorepanns B Buae Tpancdysuii C3I1 6piaa
npumerena y 10 manuenros (40%), a maasmooOMen
(TITO) y 13 mamuenrtos (52%). Kamaomy maruenty
B CpeAHEM OBIAO IIpoBeAcHO 10 6 ceancos [10. Ilpn

1,00

0,95

0,90 —

0,85

Kymynmm BHaA BbI’KUBAaeMOCTb NOoYeK

0,80

T T T T
0 20 40 60

MpopomxuTenbHOCTb HabNAEHNSA, MecALbl

Puc. 3. MoyeyHas BblKrMBaeMoCTb naymeHToB ¢ al'YC

Fig. 3. Renal survival in patients with aHUS
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9TOM I'€MATOAOTMYECKUI U IIOYEUHBII

T.B. Bauroea, Al Cronsp, [1.B. Bantos, C.C. Conopywkuh

60
OTBET OBIA AOCTUTHYT y BCEX ITAITMCHTOB,

rnoAyumsiux [10. Ho moansri remaro-
AOTHYECKUAN U IIOYEUHBIN OTBET OBIA AO-
CTUTHYT TOABKO y 3 (23%) manueHToB.

50 — 48,00 48,00

44,00

Bce marmenter, moaygusrve 10, Geran 40
IIEPEBEACHBI HA TEPAITHIO IKYAH3YMaOOM.

28,00

ITpu moanom otsere Ha [10, macTymas- 30
IIIIM B CPEAHEM Uepe3 7 CeaHCoB, Iepe-
BOA ITAIINEHTOB HA TEPAIIMIO SKYAU3YMA- 20

GoM OBIA OOYCAOBACH KpaliHE TAKEABIM
Aebrorom AI'YC B BuA€ TOAMOPraHHHOL 10
HEAOCTATOYHOCTH.

KommaemenT-6A0KUpyIOIIas TEpa-
nud (KBT) sxyausymabom Oprra nasma-
gena 22 (88%) manmenTam. 'emarono-
rrmaecknit otBet Ha KBT HabAroaancs
y 21 (95%) manwmenra. Iloueunsrit
oter Ha KBT mabaroaancs y 14 (64%)
marueHToB. CepA€IHBIN OTBET B BHAC
BO3pacTaHuA (HpaKkIuu BEIOPOCA ITOCAC
nazaadenms KBT mabaropaacs y 5 (42%)
manueHToB u3 12 ¢ mopaseHmeM cepAria
B pesyabrate TMA.

[Tocae mocranosku amarzo3a Acdenne KBT maun-
HAAHU B CPOKe OT 3 AHEH A0 1 roaa, B cpeaHeM depes
43 aus. ['eMaTOAOTHYECKHUIT OTBET HACTYIIAA B IIEPHOAE
ot 10 arert A0 3 Mec., B cpearem uepes 28 aAHeid. [1o-
YEeUHBIM OTBET HACTYLIAA B CPOKE OT 7 AHEH A0 4 Mec,
B CPEAHEM depe3 73 AHA.

V 11 manueHToB, KOTOPBIE IOAVIAIOT 9KYAH3YMAD
0e3 OTMEHEL, B CPEAHEM AAHTEABHOCTD TEPAIIHI COCTA-
BUAA 3 ToAa 7 Mecares. M3 HUX mpuanHAME ITPOAOHT -
poBaHus Teparmu skyAnsymabom boace 12 mecAries AB-
ASIATICB: coxpansrorinecs cumirromer TMA — 2 (18,2%)
IAITHECHTA, MYTALIHH [CHOB CHCTEMBI KOMIIACMCHTA —
6 (54,5%) mammeHTOB, OTCYTCTBHE BOCCTAHOBACHUSA
dynxm mouek — 8 (72,7%) marmeHToB.

Dxyausymad Osia orvereH y 11 u3 22 (50%) maru-
€HTOB IT0 PA3AHYHBIM IIPHYMHAM: MEHUHIHT — | mma-
LIICHT, OTKA3 MAIIHCHTOB OT TEPAIIHH — 4 4eAOBEKa,
TeYCHHE DOAE3HH O3 YXYAIICHHA (PYHKIHH ITOYCK —
5 martmenTos, 1 — cerrcuc.

V 4 (36%) manuenTos Ha POHE BPEMEHHON OTMEHBI
akyAnsymaba rpousorireA penuAus TMA. V 2 u3 s1ux
4 manmenToB onpeaeaaanced al'VC-acconnuposanusie
reaernueckue myrtanun: CFH, CFHR1,3. Permaus
TMA 1ocA€ OTMEHBI 3Ky AN3yMa0a HADAFOAAACA B CPOKE
oT 3 HeaeAb AO 6 Mec., B CpeAHeM depes 2,5 Mec.

cepaue

OGcyxaenne

Ocuosuo# Maccus pabot, nocssameHasx al'VC,
KACAACS AO CHX IIOP B OCHOBHOM OITHCAHHS CAMOTO
3aboAeBannd, ero AuQdEepeHIHAABHON AHATHO-
crukn ¢ uHbIME gopmamu TMA, Bo3MoxHOCTAM
KOMIIAEMEHT-OAOKHpyFoIIeil Tepamuu. Fccaeaosa-
HHUI, 0OOOIIAIOIINX OIBIT HAOATOACHUS M ACYCHUSA
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Puc. 4. OkcTpapeHanbHoe nopaxeHue opraHoBs y naymeHTos c al'YC

Fig. 4. Extrarenal organ involvement in patients with aHUS

naruenTos ¢ al'VC, moka Hepocrarouno [5, 30, 34,
35, 40].

B crarpe Christoph Licht u coasropos [30], mocss-
IIeHHOI XapakrepucTrke marmenTos ¢ al 'YC na ocHose
aHaAnza MeKAyHaApoAHOTo peructpa al'VC, pesyabraTst
U BEIBOABI YACTHYIHO IIEPEKAUKAIOTCA C ITOAYIEHHBIMI
HAMH pe3yAbTaTaMiL. B gacTHOCTH, aBTOPBI AAHHOH CTa-
ThU OOPAITIAIOT BHIMAHIE HA TOYHOCTb U YMECTHOCTD
CAOKHBINENCA TEPMUHOAOTUH, OTHOCH K «aCCOITMHPO-
BAHHBIM TPHITEPAM» OTHOCHTEABHO OIPAHHYCHHbIC
10 BPEMEHI COOBITHA, BBI3BIBAIOIIIIE ITPAKTIICCKH He-
measerHoe Hactynaenue al 'V C: GepeMeHHOCTD, OCTpBIE
uHQEKIINH, XUPYPIUYECKUE BMEIIATEABCTBA (HAITPUMED,
TPAHCIAAHTAIIAA IOYKN), IpueM Aekapcts. C Apyroit
CTOPOHBI, TEPMUH «aCCOLIUHPOBAHHOE KAMHIYECKOE CO-
CTOAHIE» IIPEACTABAAET COOOI 3HAYHTEABHO DOACE IIPO-
AOHTHPOBAHHOE COOBITHE, KOTOPOE MOKET IIPUBECTH
k Hacrynaenuio al'VC: ayroummynHable 3a00AeBaHmys,
3AOKaYECTBEHHBIE HOBOOOPA30BAHMA, XPOHHYECKIE
nH@eKnnn.

MBI CpaBHUAH PE3YABTATHI CTPYKTYPBI TPUITEPOB
U KANHHYECKUX cOocTOsAHMM, npueacHHbIx Christoph
Licht # coaBT. ¢ pe3yAbTaTaMi HAIIIETO HCCACAOBAHUA
U ITPEACTABAAEM UX BHAE TAOAMIIHL (T20A. 3).

CyIiecTBeHHOE PA3SANYHE MEKAY KOAHIECTBOM
9AEMEHTOB B KaiKAOH H3 ITPEACTABACHHBIX BBIOOPOK
HECKOABKO 3aTPYAHSACT UX cpaBHeHue. Ho cpaBuenue
rpymi o MetoAy Purepa cBHAETEABCTBYET 00 OTCYT-
CTBUU 3HAYHMBIX PA3AHYHEH MEKAY AAHHBIMH, IIOAY-
YCHHBIMHI B TAOOAABHOM PEIUCTPE U B HAIIICH KOropTe
IAIIIEHTOB, KPOME TPUITEPA «BO3ACHCTBIE ACKAPCTBEH-
HOTO CPEACTBa». B rA00aAbHOM MEKAYHAPOAHOM pe-
LUCTPE AOAf TPHUITEPA «BOACHCTBUE ACKAPCTBEHHOTO
cpeactsay Aad mHAYKIHN al 'V C mesraunTeanna (1,7%).



PeB‘/J‘IbTGTbI LUTENBHOTO HO6J’IIOD,6HM9| KOropTbl NALUMEHTOB C ATUMUYHBIM TEMONUTUKO-YPEMMYECKMM CHHAPOMOM
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Distribution and frequency of aHUS-associated triggers and clinical conditions

OpMI’MHOﬂbeIe CTaTbU

Ta6nuua 3 | Table 3

Pe3ynbratbl 13 Bbi6opku Global aHus Registry

Pe3ynbraTbl faHHOTO UCCNIE[OBAHNA

aryc- (229 nauueHToB cTapLue 18 ner) (25 nayneHTOB)
accoummnpoBaHHble
Tpurrepbl Ab6contoTHoe ( enﬂ::::ﬁ =) 95%- A6conioTHoe ( enﬂﬁﬂ:n =) 95%-
n KnuHnyeckne uncno YA [OBepUTENbHbIN yncno YA [OBepUTENbHbIN
COCTOSIHUS ot obuero uncna ot obwero uncna

nauyuneHToB Ha6J1IOAeHI/II7I UHTEpBan nauneHToB HaﬁﬂlOﬂeHl/ll‘h UHTEepBan
3nokaJecTBeHHble 51 0,223 [0.17055; 0.28220] 0 0 [0.00000; 0.13719]
ob6pa3oBaHuA
AkyLuepckuit alyC 53 0,231 [0.17843; 0.29154] 8 0,320 [0.14950; 0.53500]
OcTpble nHdeKunn 25 0,109 [0.07191; 0.15693] 4 0,160 [0.04538; 0.36083]
SIS 32 0,139 [0.09758; 0.19151] 0 0 [0.00000; 0.13719]
3aboneBaHusa
Tparcnnantayya 27 0,118 [0.07916; 0.16689] 1 0,04 0.00101; 0.20352]
noYyKn
S AR 18 0,079 [0.04725; 0.12138] 0 0 [0.00000; 0.13719]
rmnepTeHsna
XpoHuyeckas 13 0,057 [0.03057; 0.09512] 0 0 [0.00000; 0.13719]
nHbeKuna
IS SR L7 4 0,017 [0.00478; 0.04412] 0 0 [0.00000; 0.13719]
KOCTHOro mo3ra
JlekapcTBeHHO-
NHAYLMPOBaHHbIlk 4 0,017 [0.00478; 0.04412] 2 0,08 [0.00984; 0.26031]
aryc
C3-rnomepynonatus 2 0,009 [0.00106; 0.03119] 0 0 [0.00000; 0.13719]
IgA-HedponaTns 0 0 [0.00000; 0.01598] 2 0,08 [0.00984; 0.26031]
PRIENEILRAEE 0 0 [0.00000; 0.01598] 1 0,04 [0.00101; 0.20352]

OTpaBneHne Kpackom

B koropre HAIINX IAMEHTOB ACKAPCTBEHHBIN TPHUI-
rep 3a00AEBAHHA B BUAE AAUTEABHOTO IIPHEMA OPaAb-
HEIX KOHTpPALICIITHBOB OBbIA BBIABACH B 2 cAaydanx (8%
OT 4ncAa HADAIOACHHI).

Mer mabaropasn 2 cay4as IgA-nedpomarun B co-
gerannu ¢ al'VC (8%), u TpakTyeM AAHHYIO ITATOAO-
ruro kak al'VC-acconmmposannoe cocrosuue. [lpn
3TOM y AAHHBIX ITAITHCHTOB HE OBIAO BBIIBACHO MyTa-
I B TEHAX KOMITAGMEHTA. TeM He MeHee KAMHIIECKHE
IIPOSABACHUS IIOPAKCHUSA IIOYCK B BHAC IIPOTCHHYPUL
He He(DPOTHYECKOTO YPOBHA, SPUTPOLUTYPHI U CHUKE-
HUSA (pYHKHHH nouek B BuAe cHimkenns CK® Ao yposusa
XBIT nmeAnce y AAHHBIX ITAITHEHTOB AO PA3BUTHA KAL-
HUKO-A20OpatopHbIX npossaeanil TMA. B anrepa-
Type MOKHO OOHAPYAKUTH OIHCaHUA coueranns IgA-
nedpormaruu ¢ al' VC. Hapumep, B cratbe Matsumura
1 COaBT. [32] MPEACTABAEHO COYETAHUE ITOAYAYHHOMN
IgA-medpomaruu u al VC y mysxansst 42 Aet, 9TO IpH-
BEAO K Pa3BUTHIO TEPMHHAABHOM IOYEIHOM HEAOCTA-
TOYHOCTH, ITOTPEOOBABIIIEI ITPOBEACHHA TEMOANAAH3,
HECMOTPA HA TEPAIIHIO 9KYAH3yMaOOM. B 1o ke Bpems,
B cratbe H.A. Ko3aoBckoit n coaBropos [4] omuceBa-
eTCsl KAMHIYECKHH cAy4all paspurus al Y C kax «BTopoit
OOAE3HI» Y HAIIMEHTKH, C PAHEE AHATHOCTHPOBAHHBIM
TAOMEPYAAPHBIM 3200ACBAHIEM IIOUCK, UTO TAKIKE IIPU-
BEAO K TEPMUHAABHON ITOYCYHON HEAOCTATOUHOCTH.
Ha ceroAHAIITHIIT A€HD H3BECTHO, YTO CUCTEMA KOMITAC-

MEHT2 UIPAET HEMAAOBAKHYIO POAB B IaTorenese IgA-
nedponarun [30, 31, 33], 3a cuer akTuBanuH aAbTEpPHA-
THBHOTO M ACKTHHOBOTO ITyTH KOMITACMEHT2, KOTOPBIE
IPHUBOAAT K IPOTEMHYPHHM, TEMATYPHH H YXYAITICHHTO
dyuxrun mouex [32].

Mer Habaropasn 1 mampeHTa IIOCAE TPAHCIIAAHTA-
nun noukn ¢ perrpansoM al' VC. Amarnos penmamsa
B TPAHCIIAAHTHPOBAHHOM ITOUKE OBIA YCTAHOBACH IIPH
oOHapyKeHUH KapTHHBI Xponndeckoir TMA Tpamc-
IAAHTATA (IIPH 9TOM IIOKa3aHHEM AAA IIPOBEACHUA
OuorcHu ABUAACH AUCDYKIUA IEPECaKEHHON ITOYKU
B cpoke 12 Mec. ITocAe omeparuy) Ipu COIMOCTABAE-
HHUH C PE3YABTATAMH T€HETHYECKOTO aHAAN3a (OBIAM
oOHapyxensl Myranuu renos CD46 u aeaerma CFHR
1 m 3). K coxanennro, pyHKIHA TPAHCIIAQHTATA § AAH-
HOTO mareHTa ObAa yrpadena. [1o aanEBIM AmTEpa-
TYPHl TPAHCIIAAHTAIMA IOYKH Y maruenTos ¢ al'VC
HECET 3HAYNTECABHBIC PHCKH PEIUAMBA 3200AECBAHNA,
HecMOTpA Ha mpoduaakTraeckoe npumenenne KbBT
[41-43].

Uro xacaercs OOHAPYKEHUA MyTallUil I'€HOB, 4CCO-
nuuposanubix ¢ al' VC u al'VC ¢ anturesamn k dax-
Topy H, MBI TOAyIHAM Ty e 9aCTOTY BHIABAAEMOCTH
MYTaIlHi, 9TO U § APYTHX aBTOpOB — 54%. Hecmorpsa
Ha COBEPINEHCTBOBAHUE METOAOB T€HETHIECKOTO HCCAE-
AOBAHUSA, HACHTU(DHUIINPOBATH MYTAITIH YAAETCH AUIIIb

y 50-70% mamuentos ¢ al'VC [0, 24].
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[Ipu aHaAm3e AOCTYIIHON HAM AHTEPATYPHI MBI
BCTPETUAH HEOOABIIIOE KOAHYECTBO PabOT, II€ACHA-
IIPABACHHO ITOCBSAIICHHBIX AHAAN3Y 3HAYCHUI BBIKI-
BaemocTH manuento u mouek npu al'VC. B pabote
X.M. DmMupoBoii [5] mpuBEAEHBI pacUeThI OOIIEH 1 I10-
YEYHON BBIKUBAEMOCTU B IPYIIIIE ITAIIUEHTOB ACTCKOTO
Bospacta. OOIIasd IATHACTHAA BEIKHBAEMOCTD ACTEI
¢ al'VC cocrasuaa 89,8%*2,2%. K comanrenuro, cpas-
HUBATh BBIKHBAEMOCTD B KOTOPTAX IAIHEHTOB B3POC-
AOTO H ACTCKOTO BO3PACTOB HE ABAACTCA AOCTATOYHO
KOPPEKTHBIM.

OAHOAETHAS BEZKHBAEMOCTD ITAIIIEHTOB B HAIIIEM
nccAeAOBaHNM cocTaBrAa 96% (craHAapTHAA OIIHOKA
3,42%), a 5-aernas — 89% (cramaaprHad omudka 10%).
B AOCTYITHOI HaM AHTEPATYpPE MBI HE OOHAPYKIAN AAH-
HBIX 110 OOIIEH BBIKUBAEMOCTH B3POCABIX ITALIMCHTOB
cal'VC.

B nccaeaoBarnu Brocklebank V. i coasr. [34] msaru-
ACTHSAA KyMYAATHBHAA IIOYCYHASA BBUKUBACMOCTD ¥ ITAITH-
CHTOB, HE ITOAYYABIINX KOMIIACMEHT-OAOKHPYIOIIECH
Tepamuh, cocraBuAa 39,5%, a B rpyme manueHToB,
ACIHBIIHXCS dKyAnsymMabom, 85,5% (A=2,75-8,90;
$=0,000). Gilbert R.D. i coasr. [35] coobmraror caeay-
TOIIIHIE ITOKA3ATEAH ITOYCUHOM BBIKHBAEMOCTH B KOTOPTE
98 B3pocanix marmenTos ¢ al'VC: oanoaernas 58%,
a matuaetHAs 57%. Ho B aamHOM pabore HeT 9eTKuX
YKa3aHUIA, BCe AM HAOAFOAQEMBIE IIAITHCHTHI IIOAYIAAN
TEPAIINIO SKyAU3YMAOOM.

B mpoBeAeHHOM HAMU HCCACAOBAHHU OAHOACTHSAA
rmoueuHas BELKHBaeMOCTh coctasuAa 100% (cramaapr-
mas orruOka 0,6%), a maruaeraas 84% (craHAapTHAS
ommoxka 10,5%), coorsercrBerno. Takum 0Opasom, mmo-
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AYYCHHBIC HAMH AAHHBIC 110 5-A€THEH ITOYeYHOI BbI-
skuBaeMoCTH ITanuenToB ¢ al Y C COBITAAAIOT C AAHHBIMU
Brocklebank V. u coasr. [34].

Yacrora pemHAUBOB IPH OTMEHE dKyAH3yMada
B HAIIIEM MCCACAOBAHUH cocTaBuAa 36%. ITo AanubIM
AHTEPATYPBI IIPOICHT PELUANBA IIPU OTMEHE KOM-
IIAEMEHT-OAOKHPYIOIIE Tepanuu paBHAACA 22-23%
[36, 37]. CaeayeT OTMETHTD, UTO CpeAd 4 HaMu Ha-
OAropaemMbIx marumerToB ¢ permausom al'VC mocae
OTMEHBI 3KyAM3yMa0a, TPOE CAMOCTOATEABHO OTKa-
3BIBAAKCH OT IIPHEMA KOMIICACMEHT-OAOKHPYIOIIEH
TEpAITNNL.

BBIBOABI: IIpH AAHTEABHOM HAOAFOACHHHN KOTOPTEI
25 marenTos ¢ al 'VC npesaAnpyronuMu Tpurrepamu
ABUAMCH DEPEMEHHOCTD U POABL — 32%0 1 mHMEKIHI —
16%.

al'VC xapakrepusyercs KpOMe IOPAKEHNA IOYEK
APTEPUAABHOH THIIEPTEH3NCH M dKCTPAPEHAABHBIMH
nopaxernamn: cepate, KKT, aerkue, nenrpaspaas
n nepudepryeckas HEPBHAA CHCTEMA, MBIIIITEL, KOKa,
OpraH 3peHus.

Yacrora BeraBAcHusA al Y C-acconumpoBaHHbIX MyTa-
it cocraBuAa 54,5%, Ipr 5TOM YacTOTa OIPEACACHHA
al'VC-acconmmnpoBaHHBIX MyTAITHH AASl TIPEBAAUPYEO-
rux Tpurrepos al VC — 66,7% — comocraBruMa ¢ MEKAY-
HAPOAHBIMU AQHHBIMIL.

B xoropre maruenToB, y KOTOPHIX OBIAQ IIPIMEHEHA
KOMIIACMEHT-OAOKHUPYIOIIAS TePAIIHs, OTMEYCHA YAOB-
AETBOPHTEABHAS OOINAs BEIKIBAEMOCTD: OAHOACTHSA —
96%, 5-aetaas 89%, a TaxKe ITOYEUHASA BEDKUBAEMOCTD:
oanoaerass 100%, 5-acetass 84%.
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