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Pesrome

Besedenue: axymepckuit al'YC (AaI'YC) paccMaTpuBaeTcsi Kak KAACCHUECKAsA KOMIIAEMEHT-0II0CPEAO-
BaHHasA TMA, Tpurrepom KOTopoii ABAAETCA OepeMEHHOCTh KaK TakoBad. OAHAKO €CTh OCHOBAHHMA IIPEA-
II0AAraTh, YTO y YKCHIIWH, HE MIMEIOIINX I'€HETUYECKOro Ae(PEKTa B CHCTEME KOMIIAEMEHTA, AAA MHAYKIITHH
octpoii TMA Heo0X0AMMO HaAMYHE AOTIOAHHTEABHBIX KOMIIA€MeHT-akTuBupyromux cocroanuii (KAC),
POAB KOTOPBIX MOIYT UIPATh OCAO’KHEHNA G€PEeMEHHOCTH.

Lean pabomo:: orieHUTH BAUAHUE OCAOYKHEHUI GePeMEHHOCTH Ha Pa3BUTHE, TEUYEHUE U IIPOTrHO3 aKy-
mrepckoro al'yYC

Memodo:: ¢ 2011 o 2019 rr. Habaroaasuch 69 manmenTox B Bozpacre ot 16 Ao 44 aer, y xoropsix al'YC
PAa3BUACA BO BpeMA 6€PEeMEHHOCTH HAU HEIIOCPEACTBEHHO ITOCAE POAOB.

Pesyavmamet u ocnosnwie 6v1600sL: Bo Bcex cayuasx passuturo al'YC mpeAlecTBoBaAn AOIIOAHUTEAB-
aeie KAC. Koanuectso KAC AocTOBEpHO HEe PAa3AMYAAOCH MEKAY ITALIMEHTKAMIE C IIATOT€HHBIMU MyTa-
LMAMH I'€HOB KOMIIAEMEHTA M 0€3 HUX M HE OKAa3bIBAAO BAUAHUE HA TaxecTh TeueHn:a al YC. HauGoaee
pacupocrpanenHoi komOunanueii KAC GbIAu «IIpeaKAaMIICHA — KECAPEBO CEUEHUE — KPOBOTCUECHUEN.
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«HOSJJ,HMS» OCNTIOXHEHUA 6epemeHHocm KQK TPUITEPbI OKYLIEPCKOro ATUNUYHOrO rEMONTUTUKO-YPEMUYECKOrO CUHAPpOMA OpMI’MHOﬂbeIe CTaTbH

40 u3 69 manuenTok (58%) GpIAa Ha3HAUEHA KOMIIAEMEHT-0AOKUPYIOIAA TEPAIIHA IIPEHapaToM DKyAH3Y-
Ma0, u3 KOTOPhIX mouty nososuHa (19 u3 40, 47,5%) moAyumau AuITs HHAYKIEOHHBIHA Kypc. 13 40 maren-
TOK, IIOAYYABIINX DKYAU3yMa0, IIOAHOE BOCCTAHOBACHHE (PYHKIINH IT04YeK HaGArOAaAOCH ¥ 26 (65%0) sxeH-
muH, y yersipex (10%) coxpauarorca npusnaxu XBIT 4-5 cr, mars (12,5%) ocrasnce Amasu3-3aBuCHMBIMEI
u 5 manmenrox (12,5%) ymepan. CpeAn >KeHIIIH, IIOAYYABIIINX TOABKO IIAA3MOTEPanuio (29 malueHToK),
IIOAHOE BOCCTAHOBACHHE (PYHKITUH IT04YeK oTMeueHo aumsb y 10 (34,5%).

Amnaawns ycaoBuii pasBurua u ocodennocrei TeueHusa Aal'yYC cBHAETEABCTBYeT 0 HEOAHOPOAHOCTHU
axymepckoro al'YC. TTocaeAnnii MoXKeT pa3sBUTBCA KaK Y T€HETHYECKHU IPEAPACIIOAOKEHHBIX JKEHIIIHH,
TaK U y IIAIIEHTOK 0e3 reHeTH4YeCKOoro AepeKra CHCTeMbI KOMIIA€MEHTA. B rmocaeAHeM cayuae aKTUBHOCTD
KOMITAEMEHTA, II0-BUAMOMY, BO3HHKAET KaK Pe3yAbTAT B3anMoAekicTBrA HeCKOABKIX KAC. D10 o6BaAcHAET
3¢ (peKTUBHOCTH KPATKOCPOUHOr0 Kypca DKyAusymaoa.

Abstract

Obstetric atypical hemolytic-uremic syndrome (aHUS) is considered as a classic complement-mediated
TMA, the trigger of which is pregnancy itself. However, there is reason to believe that in women who do not
have a genetic defect in the complement system, the induction of acute thrombotic microangiopathy (TMA)
requires the presence of additional complement-activating states (CAS) that may complicate pregnancy.

The aim of our study was to assess the effect of pregnancy complications on the development, course,
and prognosis of obstetric ASH in a large group of patients

Methods: 69 patients aged 16 to 44 years with aHUS diagnosed were obsetved from 2011 to 2019, which
developed during pregnancy or immediately after childbirth.

Results: in all cases, additional CAS preceded the development of aHUS. The amount of CAS did
not significantly differ between patients with pathogenic mutations of complement genes and without
them and did not affect the severity of the course of aHUS. The most common combination of CAS
was preeclampsia — cesarean section — bleeding. 40 out of 69 patients (58%) received treatment with the
complement-blocking drug Eculizumab. Almost a half of them (19 out of 40, 47.5%) received only 1 to
5 infusions. Among 40 patients treated with Eculizumab, complete recovery of renal function was observed
in 26 (65%) women, four (10%) retained signs of CKD 4-5 stages, five (12.5%) reached terminal renal failure
and 5 patients (12.5%) died. Among 29 women who received only plasma therapy, renal function restoration
was noted only in10 (34.5%).

An analysis of the development conditions and features of the aHUS course indicates a heterogeneity of
the obstetric aHUS. The latter can develop both in genetically predisposed women and in patients without a
genetic defect in the complement system. In the latter case, complement activity apparently arises as a result
of the interaction of several CAS. This explains the effectiveness of the short-term course of Eculizumab.

Key words: thrombotic microangiopathy, pregnancy, obstetric atypical hemolytic-uremic syndrome, eculizumab

Bseaenue ckuit al' VC (Aal'VC), passuBaromnuiica An00 B KOHIIE

IICpUOAQ I'ECTAIIN, AI/I60, garrne, B IIOCACPOAOBOM II€-

ATHITNYIHBIH TEMOAUTUYECKUH YPEMUIECKUH CHH-
apom (al'VC) B axyImepckol IpakTuKe IPEACTABASICT
COOOIT BAKHYIO IIPOOAEMY, ITOCKOABKY IIPH €CTECTBEH-
HOM TEUEHUHU HMEET KpaifHe TAKeAoe (AdZKE IO CpaB-
peruio ¢ al'VC B meaom), Hepeako yABMUHAHTHOE
TEeYEHHE U HeOAArOIPHATHBII IIPOTHO3, OTANYAACH BbI-
COKO A€TAABHOCTBIO. [ Ipr 5TOM B KaKAOM KOHKPETHOM
caydae mocranoBka Aumaraosa al'yYC HepeAko BbI3BIBaET
3ATPYAHEHHSA, TAK KAK CUMITTOMOKOMITAEKC TPOMOOTHYE-
ckoit Mukpoanruonatuu (TMA) xapakrepeH He TOABKO
Aas al'VC, HO I AASl KAACCHYIECKHIX AKYIIIEPCKIX OCAOK-
nennii — npesxaamrrcun (I19) u HELLP-curapowma,
a TaKiKe AA TPOMOOTHYECKOI TPOMOOIIHTOIIEHUYECKOH
nypuypsr (TTTI) i karacrpodpudaeckoro anrudocdo-
anmmazOro cuaapoma (KADPC), koTopere TakiKe MOIYT
OCAOKHHTD TedeHNE OEPEMEHHOCTH.

bepemennocts ABAAETCA OAHOI M3 HAMOOAEE YACTHIX
npranH al'VC, B criekTpe KOTOPBEIX Ha €€ AOAIO ITpH-
xoantcs He Menee 7% [1, 2]. Tpaanurmonno akyrrep-

puoAe otHOCHAH K BropudaeiM TMA, moHnmas 1moa
arum TepmuHOoM al 'V C, KOTOPOMY IIPEAIIIECTBYET BO3-
ACHCTBHE KAKOIO-AUOO YCTAHOBAGHHOIO Tpurrepa. B ka-
YECTBE IIOCACAHETO, HAPAAY C OEPEMEHHOCTBIO, CETOAHA
Jarre BCero yIIOMUHAIOT HH(EKIINH, 3A0KAYECTBEHHbIE
HOBOOOPA30BAHMA, HEKOTOPHIE AcKapcTBa 1 T.11. Oue-
BHAHYIO cBA3b al 'YC 1 GepeMeHHOCTH OOBACHAIOT TEM,
YTO TIOCACAHAS COITPOBOKAACTCA AKTHBAIINEH KOMITAC-
MEHTA, YTO MOJKET BBI3BATH PA3BHTHE OCTPOI KOMIIAC-
MeHT-orocpeAoBanHon TMA y maIueHToK, HMEIOIINIX
reneruueckuii Aeekt B cucreme KommaemenTa. Oa-
HAKO 3TOT (haKT HE BCETAA IIOMOTAET OTBETHTH HA BO-
mpoc o ToMm, nogemy Aal'VC ware Bcero pasupaercs
HMEHHO IIOCAE POAOB U IIPOTEKACT B 3TOM CAyYAE OCO-
Genno TaKeAO. [IprHIMAs BO BHUMAHIE HAKOITACHHBIH
K HACTOAIIIEMY BPEMEHH COOCTBEHHBII OITBIT, CBUACTEAD-
CTBYFOIIIHI O TOM, YTO HEPEAKO OCTPOMY a1t30Ay TMA
IIPEAIIIECTBYIOT PASAUYHBIC OCAOKHEHNA OEPEMEHHOCTH
(IIpeakAamIICHs, KPOBOTEUCHIE, ITPEKACBPEMEHHAS OT-
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CAOIKA HOPMAABHO PACIIOAOKEHHOMN IIAAIICHTEI, aHTe-
HATaAbHAA THOEAD IIAOAQ), HH(EKIINHU, OIIEPATHBHbBIE
BMEIITATEABCTBA M AP., MBI IIPEAIIOAOKUAH, YTO HE CaMa
110 cebe OEPEMEHHOCTD, 4 €€ OCAOKHEHHA IIPUBOAAT
K passutnio al'VC [3, 4]. Aannoe nccaeaoBaHmE IIPEA-
IIPUHATO AAA TIPOBEPKH 9TOM THITOTE3BI HA CAMON DOAB-
IO HAa CETOAHSAITHHN ACHB (B TOM YHCAE B CPABHEHIN
C 3aPYOEKHBIMH HCCACAOBAHHUAMHE) TPYIIIIE ITAIINEHTOK.

L1eABFO HAITIErO NCCAEAOBAHISA OBIAO OLIEHHTD BAUSA-
HHE OCAOKHEHHUH OEPEMEHHOCTH HA Pa3BHTHE, TEUCHIE
n 11porros akymepckoro al VC.

ITanueHTHI U METOABI

B nccaeaoBamme ObiAE BKATOUCHBI (9 IMAIIHCHTOK
c al'VC, passuBmmmmMcs Bo Bpems OEPEMEHHOCTH HAH
B IIOCAEPOAOBOM HEPHOAE (B CPOKH OT HECKOABKHX
9acoB AO 8 AHEH 1TocAe poAopasperenus). Ao HacTos-
1reii GepeMEHHOCTH BCE HMAIIHMEHTKN OBIA 3AOPOBBIMH,
HH OAHA U3 HHUX He uMeAa a1m3oA0B TMA B anamuese.

Bee manmenTxu B mepuoa ¢ 2011 mo 2019 roa moay-
YaAl A€YCHHE B ITIEPUHATAABHBIX ITeHTpax Poccuiickoin
deaepalin ¢ TIOCAEAYIOIIIM IIEPEBOAOM B CAyUAE He-
OOXOAUMOCTH B KAMHUKY He(PPOAOTHHU, BHYTPEHHHUX
u npodeccrnonarpubx boaesneit [Tepporo MI'MV
nm. .M. Cegenopa.

Awmarzos al 'VC OBIA yCTAHOBACH HA OCHOBAHUH CO-
YETAHNA MHKPOAHTHOIATHYECKON I'€MOAUTHYICCKOM
aHEMUH, TPOMOOIIUTOIICHUH W OCTPOTO ITOBPEKACHHA
Hodex mpu nckArodeHnn Apyrux popm TMA, koropeie
MOTYT Pa3BUBATHCA BO BPEMA OEPEMEHHOCTH M ITOCAE
poaos: 110, HELLP-cuuapoma, KAPC, cucremuoii
kpacuoit Boauankn (CKB), rpomboruueckoii Tpombo-
npronenndeckoi mypryper (T'TTI)

I1D u HELLP-cHHAPOM HCKAFOYAAHCH IIPH Pas-
surun octpoit TMA crrycrsa 48-72 waca rmocae poaos,
B OTCYTCTBHE ITOAOKUTEABHON AMHAMUKI MAH IIPH Ha-
AMYHUH OTPUIATEABHON AMHAMUKN (B TEIEHHE HE MEHEe
72 9acoB) TOCAE POAOPA3PEIICHHS Y TIAIIMEHTOK C IIPEA-
noAaraembim Anarao3om 119 u/man HELLP-cunapoma.
Kpowme Toro, orcyrcTBre IOAOKNTEABHON AMHAMUKH
IIOCAE IIPEPHIBAHNSA OEPEMEHHOCTH Y HAIIMEHTOK C yiKe
ycTaHOBAEHHBIM AnarHo30M [ 10 nan HELLP-cuaapoma
AQBAAN OCHOBaHHE TPaHC(OPMUPOBATD STH AUATHO3EI
B al'VC. KA®C n CKB uckAro9aAnch Ha OCHOBaHUI
OTCYTCTBHA BCEX THITOB aHTH(MOCHOANITHAHBIX AHTH-
teA (ADA), OIIpeACASEMBIX B PEAABHON KAMHIYIECKON
IIpaKTHKE (AHTHTEAA K KAPAHOAUIINHY 1 OETa2-TAHKO-
IIpOTENHY 1, BOAYAHOUHBIH AHTHKOAIYAAHT), 1 HIMMYHO-
aormgecknx Mapkepos CKB (antunykaeapmsiii dakrop,
arrureaa k AHK). Kpurepuem nckarogenns TTIT Osra
yposerb ADAMTS 13 >10%

[Tomnmo cobcTBEHHO DEPEMEHHOCTH BBHIACACHA
rpynma AonoAnuTeAbHBIXx KAC, B KauecTBe KOTOPBIX
PACCMATPHUBAAM CACAVIOIINE OCAOKHEHNA OepeMeH-
HOCTH, POAOB M PAHHETO IIOCAEPOAOBOTO IreproAa: [10,
KpOBOTEYEHHE (B PE3YABTATE IIPEKACBPEMEHHOMN OT-
CAOKH ITAQIIEHTHI, OIIEPAIIH KECApeBa CEUCHNA), Pyd-
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HOE OTACACHHE IIAALICHTH, OIICPATUBHBIC BMCIIIATECAD-
cTBa (KECApEBO CEYEHIE, PEAAIAPOTOMUSA, AMITYTAITUS
MATKI), CEIICHC, IUIIIEBYIO TOKCUKOMH(EKIIIIO, AUAPCIO.

[IlecTHAAIIATH TAIIEHTKAM B PA3HBIC CPOKU IIOCAC
noctanoBku Anaraosa al'YC BBIDIOAHEHO reHerude-
cKoe mccaeaoBaHme. ['eHeTHIECKHI aHAAU3 IIPOBO-
AHACHA METOAAMHU CEKBEHHPOBAHHA CACAYIOIIETO ITOKO-
ACHUS C HCIIOAB30BAHHIEM HAOOPOB AASl OOOTaIICHIs
sx3oma GenotekClinicalExome (Illuminalnc., CLLIA)
n cexsennposanud AHK mpomssoacrsa Illumina
(Hluminalnc., CIIIA). broundopmaruyaeckas obpa-
OOTKA AAHHBIX ITPOH3BEACHA B COOTBETCTBHUU C PEIYAS-
v ACMG (CLLIA). Pedepercras mocaeaoBaTeAD-
nocts Humangenome 19 (hg19) build 37.

CTaTuCTUYIeCKUIl aHAAM3 BKAIOYAA METOABI OITHCA-
TEABHON CTATHCTHKHI: PACYET OTHOCHTEABHBIX YaCTOT
¢ 95% aosepureabnsiM muTEpBarOM (95%AN), cpea-
Hue 3HadeHus, ux ook u 95%Al, cranaapTHBIC OT-
KAOHCHHA U3MEPACMBIX IIOKA3ATEACH, 2 TAK/KE MEAUAHBI
U KBAPTHAH AASl ITOKA3aTEACH, BBIOOPOYHOE PACIIPEAE-
ACHHE BEPOATHOCTU KOTOPBIX CYIIECTBEHHO OTKAOHS-
AOCH OT HOPMaABHOTO, AHOO YKa3aHHBIE ITAPAMETPBI
OprAn DoAee MHMDOPMATUBHBIMU AAA XAPAKTEPHCTUKH
HCCACAYEMBIX BeAYNH. AAfA IIPOBEPKH CTATHCTHYCCKOI
3HAYMMOCTH Pa3AMYHA YACTOTB MEKAY TPYIIIIAMHI HC-
HIOAB30BAACS KPUTEPHIL Y2, VPOBEHD 3HAYUMOCTH IIPH
IIPOBEPKE TUIIOTE3BI O PABEHCTBE YACTOT HAM CPEAHUX
3HavdeHnii ObIA puHAT paBubmM 0,05.

PesyabTarsr

CpeAHnit BO3pacT IanueHToOK Ha MOMEHT MaHude-
craruu al 'VC cocraBua 29,416,5 aer (o1 16 A0 44 acT).
Toabko y Tperu manueHTOK (22 u3 69, 32%) aamnas Oe-
peMeHHOCTb ObIAa TiepBas, 2/ 3 sxentuuH (47 3 69, 68%0)
OBIAM IIOBTOPHOPOAAIIUME (IIPUYEM BCE TIPEABIAYIIINE
OepeMEeHHOCTH Y HUX IIPOTEKAAN OE3 N3MEHEHHI 1 3a-
KOHYUAHUCH CAMOCTOATCABHBIMI CpOLIHbIMI/I pOAaMH)
(Ta0a. 1).

V' 7 u3 69 marrentox (10%) al'VC marndectupoaa
HEITOCPEACTBEHHO BO Bpems OepemerHocTH, BO 11 man
III rpumecrpax (cpoku recraruu ot 18 Ao 30 HeaeAb).
V moaaBAsroIIero 0oAbIrHHCTBA (02 13 09 MannueHTox,
90%) 3aboAeBaHME Pa3BHAOCEH B IIOCAEPOAOBOM IIEPH-
OA€ B CPOKH OT HECKOABKHX YaCOB AO 8 CYTOK IIOCAE
POAOpPa3pEIIEHHA.

Bo Beex caywasx passururo al'VC npearnectsoBan
sororrnTeApHbie KAC: oAHO (TOABKO ¥ 5 13 69 martu-
eHTOK, 7%) MAH B Pa3AMYIHBIX KOMOMHAIIUAX (PUCY-
HOK 1).

Kak mipaBuao, HabAroAaAOCh coueTanne 3xX u boaee
KAC (y 51 u3 67 manuenTox, 74%), HanboAee 4acToit
KOMOMHAIneH OBIAM «IIPEIKAAMIICHA — KECAPEBO Ce-
yeHne — kpoporedeHue». Cpean 16 remermuaeckn 06-
CAeAOBaHHEIX eHITHH KoandectBo KAC aoctoBepro
HE Pa3ANYAAOCH MEKAY HAITMEHTKAMU, HMEFOIIIIMHI
IIATOTEHHBIE MYTAIIMU T€HOB KOMIIAGMEHTA M MYyTAITHH
C HESCHBIM KAHMHITICCKIM 3HAYCHHEM (TaOA. 1)
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Fig. 1. The frequency of pregnancy complications in patients with obstetric aHUS

Ta6nuua 1| Table 1

AKyllepcKas xapaKTepucTmka naumeHToK ¢ al'YC B 3aBUCMMOCTY OT HAaNNYNA/OTCYTCTBUA NAaTOr€HHbIX MyTaLui

Obstetric characteristics of patients with aHUS depending on the presence/absence of pathogenic mutations

MaumeHTKN C reHeTUYeCKUM nccnefoBaHnem

Bce cncTembl KomnnemeHTa (n=16) Bes reHeTUYeckoro
naumeHTKn
(n=69) MatoreHHble MyTaLum ¢ HeACHBIM KIMHIYECKNM 3HaueHem  MICCNeAoBaHuA (n=53)
myTauum (n=6) 1 BepOATHO-NaToreHHble myTauuu (n=10)

TMA B aHamHe3e 0 0 0 (0]
1-A 6epeMeHHOCTb 22 2 2 18 (40)
MoBTOpHasn 6epeMeHHOCTb 47 4 8 35 (66)

1 pofbl B aHamHe3e 3 5 13 (24,5)

2 1> poAoB B aHaMHe3e 1 3 22 (41,5)
A6opTbI - 1 3
ns - 1 4
HononHutensbHble KAC

1 5(7) 1(16,5) 2 (20) 2(3,8)

2 13(19) - 2 (20) 11 (20,7)

>3 51 (74) 5(83,5) 6 (60) 40 (75,5)

Ta6bnuua 2 | Table 2
KnuHnko-nabopatopHas xapakTepucTuka nayeHTokK ¢ akylepckum alryC
Clinical and laboratory characteristics of patients with obstetric aHUS

Mokasatenb HOopMma M+m Me (Q;; Q3) Min Max
Cuctonunyeckoe Afl, MM pPT.CT. o 130 155,6+34,0 160 (145; 180) 80,0 230,0
Iunactonnyeckoe All, MM pPT.CT. o 80 93,7+18,8 100 (90; 100) 35,0 130,0
[emorno6uH, r/n 120-150 62,3+15,0 62,0 (54,0; 71,0) 32,0 122,0
Tpomb6oLUTbI, TbIC B MKJ 150-350 50,0+32,8 45,0(22,0; 76,0) 5,0 140,0
Fantorno6ux, r/n (n=17) 0,59-2,37 0,25+0,2 0,13(0,1;0,4) 0,06 1,0
LLnzouuTtsl (n=37) <0,5 2,112 1,00 (1; 2,00) 0,100 11,0
KpeaTHuH, MKMonb/n 53-97 509,0+£349,8 448,0 (311,0; 609,0) 124,0 2608,0
Nar, EQ/n 240-480 2683,7+£2143,1 2038,0(1201,5; 3325,0) 579 12484,0
ACT, EQ/n 0-40 481,5+843,2 190,0 (60,0; 384,0) 10,0 4595,0
ANT, EQ/n 0-40 383,0+672,0 146,0 (48,0; 345,0) 7,0 4613,0
Bunnpy6rH, MKkmonb/n 5,0-21,0 58,2+70,4 23,0 (14,0; 75,0) 3,0 347,0
[NoKo3a, MMonb/n 3,9-5,9 6,9+2,4 6,1 (5,6; 8,0) 2,4 17,0
ADMTS 13, % (n=41) 80-120 60,0+24,0 54,0 (40,0; 75,0) 23,00 116,00
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Ta6bnuua 3 | Table 3

XapaKTepI/ICTVIKa nauneHTOK B 3aBNCUMOCTIN OT Yncsia KAC

Patient characteristics depending on the number of CAC

1 2 3 nbonee
MNokasatenn p
N Me (Q;; Q3) N Me (Qy; Q3) N Me (Q;; Q3)

HB, r/n 4 63,5 (54,5; 74,5) 13 70,0 (65,0; 71,0) 52 59,5 (51,0; 69,0) 0,108
Tpom6oLUTbI, ThIC B MK 4 48,0 (24,5; 80,5) 13 57,0 (24,0; 99,0) 52 44,5 (22,0; 60,0) 0,515
KpeaTuHWH, MKMonb/n 4 278,5 (237,0; 668,5) 13 448,0 (242,0; 498,0) 52 450,0 (331,5; 626,0) 0,415
NAr EA/n 4 1690,0 (637,5; 4091,0) 13 1800,0 (1000,0; 2612,0) 52 2081,5(1281,5;3507,0) 0,654
ACT, EQ/n 4 286,5 (81,5; 1820,0) 13 94,0 (21,0; 219,0) 52 213,5(68,5;410,0) 0,133
ANT, EQ/N 4 173,0 (134,5; 759,5) 13 114,0 (39,0; 168,0) 52 153,5(47,5;391,0) 0,292
Bunnpy6uH, mmonb/n 4 80,5 (19,5; 160,0) 13 22,0(13,0; 51,0) 52 23,0 (14,0; 75,0) 0,528
MaTtepunHCcKana cMepTHOCTb Tns4 5u313 10m3 52 0,381

OmnepartuBHOE POAOPA3pEIIeHNE OBIAO BHIITOAHEHO
52 enrmuaaM, mpugeM TOAbKO y 7 u3 Hux (13,5%) —
B IIAAHOBOM IIOPAAKE B CBAI3U C AKYIIEPCKIMH IIOKA3a-
HUAMHE (CAA0OCTD POAOBBIX CHA, TA30BOE IIPEAACIKAHIC
ITAOAQ, MHOTOIIAOAHASL OEPEMEHHOCTB). Y OCTAABHBIX 45
(86,5%) Kecapeso ceueHne mMpoOBOAMAACE IO IKCTPEH-
HBIM [IOKa3aHUAM (OTCAOWMKA IIAAIICHTHI, AHTCHATAABHAS
ruOeAb IIAOAQ, KPOBOTECUCHIE).

Bce manumen Tk uMeAr IOAHBIN CHMITTOMOKOMITAEKC
TMA: MHKPOQHIIOIIATHYECKAA TEMOAUTHYCCKAS AHE-
must (cHuzKeHue yposus remoraobuna (62,3115,0 r/a)
B OTCYTCTBHE IIPU3HAKOB IIPOAOAMKAIOIIETOCH KPOBO-
TedeHHA, BhIpakeHHOEe moBbimenue yposaa AAI
(2683,7£2143,1 EA/A), musounros B Maske nepude-
pHdecKoit KpoBH (Y Bcex 37 MAIIMEHTOK, KOMY OIIPEAC-
ASIAL AAHHBIH IIOKA34TCAB), CHIDKCHIE TAIITOTAODMHA
(y 17 manueHToK, y KOTOPBIX IIOCACAHHE OBIA HCCAC-
Aosan), TpomOoruronenud (50,0£32,8 Tric.B MKA.), Op-
raHHOE HOPAKEHME.

Bcee sxeHIMUHB MEAN IIOPAKEHHE IIOYEK, IIPEA-
crapaeranoe OINIT: oaurypueii man anypueit u 6sICTPO
HAPACTAIOIINM IIOBBIIIICHUECM YPOBHSA KPCATUHIHA CHI-
sopotkn (CKp) (509,0£349,8 mrmoas/ A), moTpeGoBas-
LM HAYaAd AedeHnsA AnaAu3oM y 61 u3 69 maruenTok
(88,4%) B cpoxu ot 1 A0 5 cyrok or AebroTa HOAE3HIL

V 55 u3 69 marmenTox (79,7%) oTmMedasach apTepu-
anpras runeprensus (Al), B Tom gucae y 89% marru-
exrok (49 us 55) — txenan. Kaumuuko-saboparopras
XapaKTepUCTHKA MAUEeHTOK ¢ akymepcknm al VO mpea-
CTaBAeHA B TabAUIIE 2.

V moAABASTOIIIETO OOABIIHHCTBA HareHTOK (91,3%,
63 u3 069) TMA HOCHAA CHCTEMHEI XapakTep ¢ IpHu-
3HAKAMI ITOPAKEHHUA HE TOABKO ITOYCK, HO H IICYCH,
Aerknx, cepara, LIHC. [1pu atom 43 u3 69 manuenTox
(62,3%) mMeAn IPU3HAKH IIOAHOTPAHHOH HEAOCTA-
tognoctu (ITOH) ¢ mopaxennem 3 u 6oaee opranos
U CHCTEM OAHOBpeMeHHO. Kak IIpaBHAO, IIPeBAAHPO-
BAAO COYETAHUE «IIOYKHU — IteueHb — Aerkne — [ITHCy»
(mouru 70%). CpeAnee IHCAO HOPAKEHHBIX OPraHOB
coctaBuAO 3,7.

Msr mpoanasusuposasn txects Tederna Aal'VC
(Berpakenrocts MAIL'A, tpombonmronernu, OINIT, mu-
TOAN32, KOAUYECTBA ITOPAKEHHBIX KU3HEHHO BAKHBIX
OPIraHOB) B 3aBHCHMOCTH OT KOAUYECTBA AOITTOAHUTEAD-
sbIx Tpurrepos al VC u BAuAHIA HANOOACE YaCTO BHIAB-
asembrx KAC (Kecapeso ceuenne, [10, kpoBoTeuenue).

ITo pesyAbpTaTaM HCCACAOBAHUSA HE OBIAO BHI-
ABACHO AOCTOBEPHBIX Pa3AMYUN B KAMHHKO-A20O-
PATOPHEIX IIPOABACHHUAX Y HAIMEHTOK C OAHHM,
AByMa uAm Heckoabkumu (3 m Goaee) KAC
(TabA. 3).

He OBIAO ITOAYYEHO 3HAYNMEIX PASAHYHH B TCICHIN
n ucxoae al VC y manueHnTox ¢ IPEAIIECTBYIOIIIMU 32-
OOAEBAHUIO KECAPEBBIM CEUEHIEM, KPOBOTEUECHIEM HAH
19, o cpaBHEHHIO € MAIHMEHTKAMIU, HE MMEIOIIHMU
AAHHBIX OCAOKHEHHH (TabA. 4, 5, 6). OaHako y marm-
CHTOK, IIEPEHECIIINX KPOBOTeUCHHE (0OBEM KOTOPOrO
cocTaBUA B cpeAHeM 1,5 A), oTmedancs OoAee HUKHI

yposenb Hb (Taba. 5).

Ta6bnuua 4 | Table 4

XapaKTepucTiiKa NaLMeHTOK B 3aBUCMMOCTI OT Hanuuua/oTcyTcreua KC

Patient characteristics depending on the presence/absence of CS

ha

Her

Mokasatenun P
N Me (Q;; Q3) N Me (Qy; Q3)

HB, r/n 52 60,0 (52,5; 70,0) 17 69,0 (55,0; 71,0) 0,323
Tpom6oLUTbI, TbIC B MK 52 46,0 (23,5; 60,0) 17 41,0 (14,0; 89,0) 0,961
KpeaTnHuH, MKmonb/n 52 446,5,0 (321,0;610,5) 17 448,0 (242,0; 572,0) 0,554
nar, eg/n 52 2487,5(1303,0; 3912,0) 17 1682,0 (950,0; 2612,0) 0,065
ACT, E[i/n 52 187,5 (55,5; 363,0) 17 285,0 (66,0; 507,0) 0,347
ANT, EQ/n 52 144,0 (43,5;351,5) 17 147,0(99,0; 217,0) 0,770
Bunupy6uH, Mmonb/n 51 23,0 (13,0; 69,0) 17 31,0(19,0; 141,0) 0,240
MaTepuHcKaa cMepTHOCTb 10mn3 52 6un317 0,294
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Ta6nuua 5 | Table 5

XapaKTepI/ICTI/IKa nayneHTokK B 3aBUCUMOCTU OT HaHVIl-II/Iﬂ/OTCyTCTBVIﬂ KpoBoTeyeHunA

Patient characteristics depending on the presence/absence of bleeding

ha Het
MNMokasatenun P
N Me (Q;; Q3) N Me (Qy; Q3)

Hb, r/n 48 58,5 (49,5; 66,0) 21 71,0 (65,0; 78,0) 0,0005
TpombouuTbl, THIC B MK 48 46,0 (22,5; 70,5) 21 39,0 (22,0; 79,0) 0,969
KpeaTuHuH, MKMonb/n 48 435,5(316,0;611,5) 21 451,0(279,0; 577,0) 0,653
NArL EQ/n 48  2081,5(1362,0; 3507,0) 21 1682,0 (950,0; 2612,0) 0,241
ACT, EQ/n 48 222,0(83,5;471,5) 21 94,0 (41,0; 277,0) 0,078
ANT, EQ/n 48 153,0 (49,0; 391,0) 21 115,0 (39,0; 232,0) 0,389
Bunupy6uH, Mmonb/n 48 23,0(15,0; 75,0) 21 31,0(13,0; 75,0) 0,915
MaTepuHcKaa cMepTHOCTb 101348 61321 0,569

Ta6nuua 6 | Table 6

XapaKTepucTiiKa naLneHTOK B 3aBUCMMOCTM OT Hanuuusa/otcyTcTend M3

Characteristics of patients depending on the presence/absence of PE

[a Het
Mokasatenun p
N Me (Q; Q3) N Me (Qy; Q3)

HB, r/n 48 60,0 (50,0; 69,0) 21 67,0 (58,5; 72,5) 0,184
TpombouuTbl, THIC B MK 48 40,0 (22,0;61,0) 21 49,5 (27,5; 80,0) 0,094
KpeaTuHuH, MKMonb/n 48 420,0 (301,0; 577,0) 21 547,0 (346,5; 776,5) 0,091
NAar ea/n 48 2500,0 (1312,0; 4299,0) 21 1573,0 (1092,0; 2250,0) 0,126
ACT, EQ/n 48 171,0 (66,0; 436,0) 21 220,0(52,0;317,5) 0,298
ANT, EQ/N 48 146,0,0 (50,0; 424,0) 21 143,0 (36,5; 247,5) 0,943
Brnvpy6uH, Mmmonb/n 48 24,0 (14,5;72,5) 21 22,0(12,5; 108,0) 0,751
MaTepuHCKan cMepTHOCTb 11 13 48 (22,9%) 51321 (23,8%) 0,772

TI'enernyeckuii IpoUAb HAITMEHTOK

¢ akymepcknm al'YC

I'enernyeckoe MCCAEAOBAHME TEHOB CHCTEMBI
kommaemerTa 1 rera ADAMTS 13 6s1a0 mpoBeacHO
16 manuentkam (pucynok 2). Myramuu, acconuu-
posanusie ¢ passutueM al VC, Opian oOHAPYHKEHBI
y 6 u3 Hux. Eme y 5 nmanuenTok OblAn OOHAPY/KEHEL
myTarn B reHe C3, onrcanHble B AUTEPAType KaK II0-
Anvopdusmsl Beicokoro pucka (C3 ¢.941C>T n/uan
C3 ¢.304C>G) uan BeposTHo marorennsie [5]. Abco-
AFOTHO Y BCEX I€HETUYIECKH OOCAEAOBAHHBIX ITAIINEH-
TOK OBIAM HACHTH(DHUINPOBAHBL MYTAIINN C HEACHBIM
KAMHHYECKIM 3HAYCHUEM, IIPU 3TOM HAOAIOAAAOCH
COBIIAAGHHE OAHHUX M TEX K€ BAPUAHTOB: MYTAIIHI
reros ¢axropa H (CFHc.2016A>G, CFH ¢.2808G>T;
CFHc.1419G>A;CFHc.184 G>A; CFHc.1204 C>T5),
Tpombomoayanaa THBD (c.1418C>T).

Kpowme toro, y 10 u3 16 sxeHInnH OBAN BBIABACHEI
IIOBTOPSAIOIIUECH MYTALIMH C HEACHBIM KAIHHYC-
cknym 3HadeHneM B rene ADAMTS 13 (c.1342C>G,
c.2699C>T, c.1852C>G, c.19G>A).

Aeuenne

B Aebrore 3a00A€BaHMA IIPAKTHIECKH BCEM IIa-
nuenTkam (68 u3 69, 98,5%) mposBoAnAOCh AcueHHE

CBE/KE3AMOPOKEHHOH 1TAA3MOI B pexume TpaHcdy-
suit (30 u3 69 manumenTok) u/uAn maazsmMoobMeHa
(38 u3 69 marmeHTOK).

[Tocae ycranoBaenus anarHosa al'VC40 u3 69 ma-
nueHToK (58%0) IMOAYYAAN A€UEHHE KOMIIAEMEHT-OAO-
KHPYIOIIUM IIPELIAPATOM DKYAU3YMAO Pa3AMIHOMI IIPO-
AOAKHTEABHOCTH. TpeM marmeHTKaM mpenapar ObIA
BBEACH AHIID OAHOKPATHO, 15 MAIMEHTOK IIOAYIHAN
TOABKO HHAYKITHOHHBIH KYPC CO CPEAHNM KOAMYECTBOM
nudysul, paBHbIM 4. AAUTCABHOE ACUCHHE DKYAH3Y-
ma0oMm (B cpearem 14,7111,5 mec), mpoBoanaocs 21 ma-
renTKe. MakCHMaABHBIN CPOK A€IEHHA K HACTOAIIEMY
BpeMEeHU cOCTaBHA 4,5 roaa.

Hcxoanr

Mut HIPOAHAAMIUPOBAAT OOIIUIT ¥ IOYEYHBII UCXOA
B 3aBHCHMOCTH OT IIPOBOAHMOM Teparuu. OKa3aAocs,
YTO réMaTOAOTHYECKHE ITOKA3aTEAN HOPMAAM30BAANCD
¥ BCEX BBIKHBIITHX JKCHIIIIH HE3ABICHMO OT METOAA AC-
YEHUSL

CpeAn KEeHINUH, IOAYYaBIIUX TOABKO ITAA3MOTEpPa-
IIHIO B Pa3HEIX 0ObeMax (29 MAIMEHTOK), IIOAHOE BOC-
cTaHoBACHHE (DYHKIUH IIOYEK OTMEYEeHO AUIIb y 10
(34,5%) n3 mux, y 3 (10%) passurace XBII4-5 craamii,
5 marmentTox (17,5%) ocraanch AHAAN3-3aBHCHMBIMI,
ymepao 11 (38%) marmenTOK.
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MyTauuu, Hapywarowme BapuaHTbI reHOB cMCTeMbI KOMNeMeHTa
byHKumIo (naToreHHbie) BepoATHO naToreHHble C HeACHbIM KNNHNYECKUM 3Ha4YeHnem
1 CFH c.1548T>Aret CFH c.2016A>G romo, CFH €.2808G>T romo, THBD ¢.1418C>T ret, CFHR5 c.1067G>A ret
2 CFH c.2016A>G romo, CFH €2808G>T romo, ADAMTS13 ret
3 C3 EOREST rer, CFH C.1419G>A ret
C3 EB04ESE rev
4 C3 EOFES rer, CFH c.2016A>G romo, ADAMTS 13 EHIBURESE ret
c3 _ ret
5 CFl c.719C>Gret CFH c.1419G>A reT, CFH c.2016A>G romo, CFH €.2808G>T romo,
CFH ret, ADAMTS13 EHIB42ESE ret, THBD c.1418C>T ret
6 ADAMTS13 ret, ADAMTS13 EHIBABESE romo, ADAMTS13 ret
7 | THBD c.683C>T ret CFH €.1419G>A ret, ADAMTS 13 CHIBABESE ret
8 C3 EOFIES ret, CFH €.1419G>A ret, CFH c.2016A>G ret, ADAMTS13 ret
C3 EB04ESE rer
9 C3 EOHES re, CFH ret, CFH ©.1419G>A reT, ADAMTS 13 ElIBBESE reT, THBD c.1418C>T ret
C3 EB04ESE rer
10 | CFH CFH [PXYT&S1 THBD c.1418C>T ret
1 CFH ret, CFH [SPXYI®S], CFH C.1419G>A reT, CFHR5 c485_486dupAA
12 | CFIc1217G>A C3 EOFES ret ADAMTS13 ADAMTS13 EHIBE2ESG ret, ADAMTS13 ret, ADAMTS13 ret
13 | C396718128G>A CFH [HEIYISY), CFH 6.2808G>T rer, THBD c.1418C>T ret, ADAMTS13
14 CFH reT, CFH ©.1419G>A reT, THBD €.1418C>T ret
15 C3 EOFES rer CFH C.1419G>A ret
16 CFH Y] ret, CFH [EPIYTeY), ADAMTS 13 EHBURESE ret

Puc. 2. lfeHeTnyeckuin npodunb naymeHTok ¢ al'yC

[MprMeyaHme: reT — reTepo3nroTHble, FOMO — FOMO3UTOTHbIE 3aMeHbl FeHOB

Fig. 2. Genetic profile of aHUS patients

N3 40 marueHTOK, IOAYIABIINX IATOTCHETHICCKYIO
KOMITACMEHT-OAOKHUPYIOIIYIO TEPAITHIO DKYAN3YMAOOM,
IIOAHOE BOCCTAaHOBAEGHUE (DYHKITHH ITOYEK HAOAFOAA-
A0Ch ¥ 26 (65%) sxenrmun, y gererpex (10%), mecmoTps
Ha MCYE3HOBEHHE ITOTPEOHOCTH B AUAAH3E, COXPAHS-
rores npusHaka XDBI1 4-5 cr, mare manuenrox (12,5%)
OCTAAUCH AUAAM3-3aBHCUMBIMU 1 5 martenTok (12,5%)
ymepamn. [Tpn sTom gem panbIire o MaHI@ecTanny 3a-
0oAEBAHIA HA3HAYAACH DKYAU3yMaD, TEM AYUIIE OBIA
IIOYEYHBIN HCXOA U IIPOLIEHT BBIKUBIIINX KCHITHH: TAK,
IIPH CTAPTE TECPAIIHH B IIEPBYIO HEACAIO 3a00ACBAHIA
pynxmmsa mouek BoccranosrAack y 90,5% 5 12,5% y ma-
LIHEHTOK C IIO3AHHM HAYAAOM TEPAITHH DKyAU3yMabOM
(ma 29-120 AeHb OT AcOrOTA 3200A€BaHUA) (TAOA. 7).

Cpean 40 manueHTOK, HOAYIABINIUX TEPAITHIO DKY-
AH3YMaOOM, TCHETHICCKUH IPO(HUAD CHCTEMBI KOM-
IIACMEHTA OBIAM HCCACAOBAH y 12 xeHImmH. V ABYX

HAITIEHTOK C BHIABACHHBIME ITATOTCHHBIME MY TAIIAMEI
B reae CFH Tepamnus Opraa mpopoaxena. ¥V 6 mann-
CHTOK, IMCBIIINX MyTaL[I/II/I C HEACHBIM KAMHHUYCCKUM
3HAYCHUEM, IIPeIrrapar ObIA OTMEHEH. DKyAn3yMaO OBIA
OTMEHEH TaK/Ke ABYM ITAIIMEHTKAM C HACHTU(HUIIPO-
BAHHBIMI ITATOT€HHBIMU MYTAITIAME. Y OAHOM U3 HHX
¢ myrarueit B reae THBD ¢.683C>T ret. Teparms Obiaa
npekpariiena depes 1,5 roaa cToiKoi pemuccun 3a00Ae-
BanuA. VIHTEpECHO, YTO BTOPOI KEHIIIMHE HCCAEAOBA-
HEE OBIAO IIPOBEACHO YiKE ITOCAE OTMEHBI DKYAH3yMaOa
B CBA3U C AOCTUTHYTOM PEMUCCHEH, IPHYIEM B AAHHOM
CAyYae, B CBA3M CO CTOMKOCTBIO ITOCACAHEH, HECMOTPA
Ha obHapyxeHne rmaToreHHoi myTaruu B rere CFI
¢.719C>G rer, OBIAO HIPHHATO PEIICHUE HE BO3OOHOB-
ASITH TEPATIHIO.

B neaom Dxyansymad 6eia ormenen y 22 u3 40 rma-
1ueHToK (55%). MakcuMaAbHBIH CPOK HAOAIOACHUA

Ta6nuua 7 | Table 7

MoyeyHbllt NCxop, 1 NeTasIbHOCTb B Pa3Hble CPOKM OT Hayasia KOMMEMEHT-6NoKMpyoLeli Tepanumn n 6e3 Hee

Renal outcomes and mortality in different periods from the beginning of complement-blocking therapy and without it

SKynusymab Bcero (n=69) non";;j(ﬂ‘:;?_:;::(e"me XBIM 4-5 ctagun MNporpammubin I nﬁ:::;?'rl:;ccl'(riﬂ
<1 Hepenu 21 19 (90,5) 0 0 2(9,5)

1-2 Hepens 1 7 (64) 1(9) 2(18) 1%*(9)

>3 Hepenb 8 1(12,5) 2(25) 3(37,5) 2% (25)

He Ha3Havanca 29 10(34,5) 3(10) 5(17,5) 11%*(38)

* O MOMEHTa CMepTy coXpaHAnacb FIOTpE6HOCTb B nNpoBefeHnn gnannsa
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IIOCAE IIPEKPAIICHIA KOMIIACMEHT-OAOKUPYIOLICH Tepa-
IINH COCTABHA K HACTOSAIIEMY BpeMeHH 4,5 roaa. Orvena
DxyAusymada He mpuseaa K peraausy TMA oy y oAHOI
MAITUEHTKH.

OOGcyxaenue

[leAbro HAIIIErO MCCACAOBAHHSA CTAA AHAAM3 POAN
KAC B passurun Aal'VC. Panee ux HaAn9ne IpaKkTa-
YECKH HE IPHBACKAAO BHIMAHHSA, IOCKOABKY IIOAATAAH,
9ITO OEPEMEHHOCTH Per € AOCTATOYHO AAA PA3BUTHSA
al'VC y iKeHIIUH ¢ TeHETHIECKIM AC(DEKTOM CHCTEMBI
komraemenTa [7]. Ilpu atom Oes3 oTBeta ocTaBascs BO-
mpoc o tom, mogemy Aal'VC B GOABIIHHCTBE CAyYaCB
Pa3BUBAETCA IIPH IOBTOPHBIX OepeMeHHOCTAX [7-9],
TOTAQ KaK IIPEABIAYIIIHE OEepEMEHHOCTH ITPOTEKAAH Oe3
OCAOKHEHHI U 3aBEPIIAANCH POKACHIEM 3A0POBBIX
Aeteit. CXOAHBIE PE3YABTATEI IIOAYYEHBI 1 B HAITIEM HC-
caepoBanun: 2/3 marmentok (68%) yixe umeAn B aHam-
He3e OAHY MAHM AQKE€ HECKOABKO (MAKCHMAaAbHO 4) He-
OCAOKHECHHBIX OEPEMEHHOCTEH, 3aBEPIIUBITUXCA
6AaromoAygHo. BropeiM MomeHTOM, 0OparmaBmnm
Ha ceba Bunmanue pu Aal'VC, Ob1aa gacToTa HACHTH-
(puKany MyTanui B reHaX KOMIIAGMEHTA, COCTABAAB-
mras He 6oAee 40%. CpeAr MAIMEHTOK € TOCAEPOAOBBIM
al'VC mmpeoOAaAaAT KEHIIMHBL, Y KOTOPHIX TeHETHYE-
CKHIT AePEKT OTCYTCTBOBAA, H YHUCAO HX IPHOAMIKAAOCH
K 60% [7, 10, 11]. AHaAOTHYHbBIE PE3YABTATHI OBIAH I10-
AydeHbI B HartreM uccaeaoBanmn. Heemorps na to, uro
FEeHETUYECKUH ITPOUAD CHCTEMBI KOMITAEMEHTA OBIA
OIIpeAeACH AMIIb y deTBepTr marueHTok (16 us 69),
IIATOTCHHBIE MyTAIINH, ACCOIINUPOBAHHBIC C PA3BUTHEM
Aal'VC, BeraBAerer TOABKO ¥ 6 (37,5%) sxemnrmun, erre
y 4 (25%) obHapy:KeHBI BEPOATHO IIATOICHHEIC MyTa-
. CACAYET OTMETHTD, ITO ¥ BCeX 16 ObIAm HAMACHEL
MYTAIIIH C HEACHBIM KAUHIYCCKUM 3HAYCHUIEM, POAD
KOTOPBIX IIOKA AO KOHIIA HE H3y4eHa. TeM He MeHee, BbI-
CKA3BIBAFOTCSA ITPEATTOAOKEHHSA, ITO MYTAIIUH C HEACHBIM
KAMHIYIECKIM 3HAYCHHEM (BO3MOKHO, B OIIPEACACHHBIX
KOMOMHAITHAX) TOKE CIIOCOOHBI OKA3BIBATH CHHEPIUY-
HOE aKTHBHPYIOIIEE BAUAHNE HA CHCTEMY KOMITACMEHTA
[3, 5, 12], aHAAOIMYIHO AOKA3AHHOMY paHee COYETAH-
HOMY BO3AEHCTBUIO OANMOP(HU3MOB TEHOB TEMOCTa32
HI3KOTO TPOMOOTEHHOIO PUCKA HA AKTUBAITHIO CBEPTHI-
BAFOIIIEI CHCTEMBI KPOBH Y IAIIMEHTOB C HE(DPOIIATHUAMI
[13].

[IpurnMas BoO BHUMAaHHE TOT (DAKT, 9TO IEHETH-
YECKHH ACPEKT CHCTEMBI KOMIIAEMEHTA BBIABASCTCA
He OoAee geM y moAoBuHbl manuenTok ¢ Aal'YC, Mbr
IIPEAITOAOKHAH, 4TO 3Ta popma akyrmepckoin TMA
y JKEHIIMH 0e3 IaTOI€HHBIX MYTAIMH MOKET pas-
BHUTHCA IIPU BOBACHCTBUH KAKUX-TO AOIOAHHTCABHBIX,
HO HE MEHEE BaKHBIX, PAKTOPOB, K KOTOPHIM, ITO-
BHAHMOMY, MOIYT OBITh OTHECEHBI ITO3AHHE OCAOKHE-
HuA OEPEMEHHOCTH, POAOB U IIOCAEPOAOBOTO IIEPUOAA,
MOTYIIHE IIPEACTABAAT CODOH KOMITAEMEHT-AKTHBHPY-
rormme cocrosnud |3, 4, 15]. Coueranne 3THX AOIIOAHN-
teAbHBIX KAC ¢ OAHIM HAI OCOOEHHO HECKOABKIMH Ba-
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PHAHTAME I€HOB C HEACHBIM KAMHIYCCKIM 3HAYCHUEM,
BEPOATHO, MOKET BBI3BATH M3OBITOYHYIO AKTHBAIIHIIO
KOMITAEMEHTa, pearusyromytocsa passuruem Aal'VC.
C 9TUM IPEAITOAOKEHHEM COTAACYIOTCA PE3YABTATHI
paboter Huerta A. et al, 8 kotopoii y 10 u3 16 xenrmmmn
¢ Aal'VC pa3BHBIIIMCS IIOCAE POAOB, HE OBIAO OOHAPY-
7KEHO IIATOTE€HHBIX MYTAIHI T€HOB KOMIIACMEHTA, IIPH-
9YeM Y TPOHX U3 HIX AHATHOCTUPOBAHA IIPEIKAAMIICHS,
y ABOUX Pa3BHAOCH KPOBOTEUECHNUE, CEMEPO OBIAH POAO-
paspernensl onepatuBHbIM yTem [11]. Amasus narreit
rpymmsl manuerTok ¢ Aal'VC mokasaa, 910 Bce OHI
0e3 nckArOYeHHA (HE3ABUCUMO OT HAAMYUSA HAH OTCYT-
CTBUS ITATOTCHHBIX MYTALUIH) HIMECAU AOIIOAHHTCABHBIC
KAC — MuHEMYM OAHO, HO B OOABIIHMHCTBE CAYYACB
(74%) Goaee Tpex, a makcumasbaoe uncAo KAC, ma-
OAroAaeMoe y 2 IAIMEHTOK, PaBHAAOCH BochMu. Ham-
6oaee gacteimu KAC Opran KecapeBo cedeHune, Kpo-
Bortederue u [19. Bce KAC BosHuKAAH, KaK IIPABHAO,
B KOPOTKHUH IIPOMEXKXYTOK BpeMeHu (He Ooace 24-48 q)
HEITOCPEACTBEHHO ITEPEA POAAMI UAH KAK OCAOKHEHIIE
ITIOCAEAHUX U IIOCAEPOAOBOIO IIEPUOAQ, CACAYHA ITPAK-
THYECKH OAHO 3a APYTEM (Kak mpumep: 110 — orcaolika
IIAQIIEHTHl — KPOBOTEUEHNE — OIIEPATUBHOE POAOPA3-
pelIeHne), IO CYyTH CO3AaBas CYMMAITHOHHBIA 3 deKT
B OTHOIIICHIN AKTUBAIINH CUCTEMBI KOMITAEMEHTA 1 BBI-
3BIBAS «KOMIIACMCHTAPHBIH IIITOPM» — TEPMHH, IIPEA-
AOKEHHBII HAMH paHee AAf OOO3HAYECHUSA BHE3AITHOI
PE3KOIT HEKOHTPOAUPYEMOH AKTHBAIIMH KOMITACMEHTA
AzKe Y IAIFEHTOK, HE MMCIOIINX MYTAI[HI B I€HAX
cucTeMsl KomraemenTa [3,15]. Awurirs y AByX Harmmx ma-
LHEHTOK OBIAO HAeHTIUITIPOBAHO 110 0OAHOMY KAC —
B OAHOM CAYY4e AHAPEs, B APYTOM — PYIHOE OTACACHIE
mAarenTsl. TakuM 00pasom, Bo Beell koropre u3 69 ma-
rueHToK ¢ Aal'VC He OBIAO HE OAHOI JKEHIIIHBL, Y KO-
TOPOI OEPEMEHHOCTD, POABI U IIOCACPOAOBOI ITEPHOA
IIPOTEKAAU OBI O€3 KAKUX-AHOO OCAOMKHEHUI, paccMa-
TPHUBAEMBIX KaK AOIOAHHTeAbHBIE Tpurrepsl al’VC.
[IpeacTaBafieTcs, 9TO 9TH AAHHBIE IOATBEPIKAAFOT BBI-
CKA3aHHOE HAMH ITO PE3YABTATAM HCCACAOBAHUSA MEHB-
mreii rpymmer marertok ¢ Aal'YC [4, 14, 15] npearo-
AOKEHHE O PEIIAFOIIEM BO3ACHCTBIN AOIIOAHUTEABHBIX
KAC na pasBuTie KOMIAEMEHT-0IIOCpeAOBaHHOM TMA
B aKYIIIEPCKOI IIPaKTHKE.

Baxnuyro poapr KAC B martorenese axyIepckoro
al'VC HOATBEPIKAQIOT 1 €BPOIEHCKIE NCCACAOBATEAT
[8, 11]. Oamako oun paccmarpusaroT B Kadectse KAC
TOABKO HAHOOAEE 4ACTO BCTPEUATOIIHECH AKYIIEPCKIE
OCAOKHEHHA — OIIEPATHBHOE POAOPA3PEIIEHHIE H KPO-
BoTeuenue. [Ipumedareapno, uto poas [10, raxike
VIIOMIHAEMOM BO MHOTHX paOOTax Kak OCAOKHEHUE,
npearrectsyroree Aal'VC, mo-BuanMomy, okasasach
HEAOOIICHEHHOM. MEeKAY TeM MBI IIOAATAEM, YTO HC-
kArouars 10 u3 crimecka KAC BpAA Am ompaBaano,
IIOCKOABKY OHA IIPEACTABASCT COOOM CIEIH(DIICCKIH
akyrepeknii Bapuant TMA u, cpean mpognx ocoben-
HOCTEH, XapaKTepPU3yeTCA aKTHBAIIHEH KOMIIAEMEHTA.

MsrI pertaan 600Aee TOAPOOHO IIPOAHAANZUPOBATD
BOsAeticTBrE HanboAee dacThix KAC — KaKAOro KOH-
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KPETHO M X ODIIEro KOAHYECTBA — HE TOABKO Ha Pa3-
BHTHE 3a00ACBAHNA, HO U HA XAPAKTEP €ro TEYCHNS.

Awmpanpyroree mecto cpean KAC kak B Harmewm, Tak
U B 3aPYOEKHBIX HCCACAOBAHHAX, 3AHAAH OIIEPATUBHbIC
poasr. Tax, B pabore Huerta A. et al Bercokuit mporent
KECapeBa CEUCHNA B IOATIPYIIIE ITAIIHEHTOK C ITOCAE-
poaoseiM Aal'VC (81%) ObIA pacrieHeH Kak BaKHBIH
dakrop passurtns ocrpoit TMA [11]. TTo muennzo aBTO-
OB, KECAPEBO CEUCHME IO CPABHEHHIO C BATHHAABHBIMI
POAAMH CBA3AHO C OOAEE BHIPAKEHHBIM ITOBPEKACHUEM
SHAOTEANH, OOABIIIEH KPOBOIIOTEPEH ¥ ITOBBIIICHHBIM
puckom uu@ekimii. MaTepecHo, 4To Bee moBTOpHO Oe-
PEMEHHEBIE ITAIIMEHTKN 3TOH IPYIIIBI, POAOPA3PEIIEH-
HbIE OIIEPATHBHO, PAHEE POKAAN CAMOCTOATEABHO. Oc-
HOBBIBAACh HA 9THX CBEACHUAX, ABTOPHI IIPEAIIOAOKHIAM,
9TO OIEPATUBHBIC POABI ABAAIOTCA CHABHBIM TPHITEPOM
TMA. PoAb orepaTHBHBIX BMEIITATEABCTB B Pa3BUTHN
al'VC moarBep:xAaeTCs HE TOABKO Ha aKyIIEPCKOH KO-
ropre, HO M Yy KCHIIIH ITOCAE THHEKOAOTHIECKIX OITe-
panuit. B wactHOCTH, Oormmcano passurue al 'VC mocae
BBICKAOAMBAHUA IIOAOCTH MATKH IIO TIOBOAY AUCYHK-
IIUOHAABHBIX MATOYHBIX KpoBoTedenui [16].

Harrre mccaeaoBanme Ha rpyiire nanmueHTok, bosee
9eM B 3 pasa IPEBBIIIAIOIICH 110 YMCACHHOCTH HC-
HMAHCKYO Koropty (69 mporms 22 mammeHTOK COOT-
BETCTBEHHO), BEIABUBIIEE HANOOAEE BEICOKYIO CPEAR
Bcex KAC u comocraBumyto ¢ paboroit Huerta A.
et al gacTOTy BCTPEUaEMOCTH MMEHHO Kecapepa cede-
uus (75,3%) [11], moaTBep:xA2eT POAD OIIEPATHBHBIX
poaos kak tpurrepa Aal'VC u aaer ocHoBanme 60Ace
B3BEIIIECHHO M OCTOPOKHO (DOPMYAHPOBATH TIOKA3ZAHIA
K OIEPATUBHOMY POAOPA3PEIIECHHIIO, OCODEHHO Y I1a-
IIHEHTOK, UMEFOIIINX B AHAMHE3E SITH30ABI AKYIIEPCKOI
TMA.

Bropoe 1o uacrore BCTpeIaeMOCTH MECTO CPEAM
KAC y manumenTok ¢ Aal'VC, 110 HaImm AaHHBIM, KaK
n B uccaeposanun Huerta A. et al, 3ausaan kposoTede-
nud (69,5%) — AnbO BCAEACTBHE OTCAOHKH HOPMAABHO
PACITOAOKEHHOI ITAAIIEHTHI, ANDO, HEPEAKO, OCAOKHSA-
JOIIHE OIEPATUBHEIE POABI M IIPHBOAAIIIE K OCTPOI
THITOKCHH, CIOCOOCTBYOITIEH MOIITHOM aKTHBAIINH KOM-
naementa [11]. HyxxHo ormernts, uto onpeaeseHue re-
ne3a OII1 mpr MaccHBHOI KpOBOIIOTEPE, KAK IIPABHAO,
ConpsKeHo ¢ OoAbIIIME TpyAHOCTAMA. [TocaeAmss
gacTo ocAoxuAeTca paspuruem ABC-cuaapoma ¢ mire-
MHYECKHM ITOBPEKACHHUEM ITOYEK B PAMKAX OCTPOTrO
kanaabresoro mekposa (OKH). Oanaxo B caygae mu-
KPOTPOMOOOOPA3OBAHNSA IIPEUMYIIECTBEHHO B MEAKHIX
COCYAAX MHTEPCTHIIHA, IIPUBOAAIIIETO K €rO UIIIEMHH,
OKH wmozxer paspurbed u npu al VC. C mameit Togkn
3peHus, IoABACHIE cuMIrToMokomiAekca TMA rmocae
aKyIIIEPCKOTO KPOBOTEUCHHA MOKET OBITH CACACTBHEM
oboux cuHApoMOB. ITpn aTOM cAeAyeT TOMHHTD, YTO
MHKPOAHTHOIIATHYECKII TeMOAN3 OOAee XapaKTepeH
Aas al'VC, aem ana ABC, ipur KOTOpOM OH pasBUBAETCA
npumepHO B 15% cayuaes.

['AaBHOII OTAMYIHTEAPHON OCOOECHHOCTBIO HAIINX
PE3YABTATOB IIO CPABHEHUIO C PE3YABTATAMU 32PYOCsK-
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HBIX HCCACAOBAHMI OBIA KpatiHe BBICOKHI rporenT [19,
CPaBHUMOH II0 YaCTOTE BCTPEYAEMOCTH C KpOBOTEUE-
uueM (69,5%), Toraa kak 10, kak mpaBuAO, YIIOMHHAIOT
AMIIND KaK OAHO H3 ITOKA3aHHHI K KECApEBY CCYCHUIO.
Nnmerorcs eannnaneie onucannsd al 'V C, passusirerocs
nocae nepenecenson 110 [17], u aumme B oAHOM nHc-
caepoBaHnn coobrraerca o 110, mpearecroBabiedt
al'VC, y 3 u3 7 marrmenTox (43%) [8]. O0a Mukpoamri-
OIIATHYECKUX CHHAPOMA, KaK IIPABUAO, Y OOABIIIHHCTBA
HAITMEHTOK MAaHU(DECTUPOBAAN TAKEAOH APTEPHAABHOI
TUIEPTOHUEH, HAPACTAOIIEH IIPOTENHYPUEH, HEPEAKO
C ITOBBIITICHIEM KPEaTHHIHA CBIBOPOTKA. B psise cayuaes
npusaakn MAI'A, pomborinTonenns, HeOOABIIIOE 110~
BBIIICHIE YPOBHA TPAHCAMIHA3 OTMEYAANCH HE TOABKO
npu HELLP-cunapowme, no u B AeOrote 110, xo1a o100
CHMIITOMBI CYHUTAIOTCA HE XAPAKTCPHBIMH AASl HeE.
Tem HE MeHee, B HAIIHUX ITPEABIAYIITUX HCCACAOBAHUAX
y 2KeHIIHH ¢ paHHeH [1D Ob1AM IPOACMOHCTPHUPOBAHEL
MUKPOAHTHOIIATHYECKUH TEMOAN3 M TPOMOOLIUTOIIE-
mos [18, 19]. M xoTs B HOAABASITOIIEM OOABIIHHCTBE
CAYY4€B IIEPBOHAYAABHO HE OCTABAAOCH COMHCHUI
B IIpaBOMEPHOCTH Anarnosa [ 10, HeocAoHEHHO AN
ocaoxaeHHON HELLP-cuEApOMOM, BCe e CXOACTBO
KAnHIYecKHX nposaenuil ¢ al'VC saTpyanser ux pas-
rpanrrderne. Ha 91o oOpaTnAn BHIMaHIE U aBTOPHI yiKe
yromsanayTon padboter Huerta A. et al. M3 22 maruerrox
c al'VC, BKAFOUEHHBIX B HX HccaeAoBanue, y 17 (77,3%)
CUMIITOMBI 3200A€BaHUA B ACOFOTE COOTBETCTBOBAAU
kpurepusamu [1D, ¢ paBHOI 9acTOTOI KaK y *KEHIIHUH
¢ OOHAPYKEHHBIM BIIOCACACTBHIHU TEHETUIECKIM Aeek-
TOM KOMIIAGMEHTA, Tak 1 0e3 Hero [11]. Vimermno mostomy,
KaK MBI IIOAQraeM, B HEKOTOPBIX caydadx [10, mackupys
al'VC, cranoBHTCA B aKyIIIEPCKON IIPAKTHKE IIPHYNHOIN
€ro OTCPOYECHHOH AHarHOCTHKH. OAHAKO OTCYTCTBHE
OIKHAACMOM TIOAOKHTCABHON ATHAMUKY B T€YCHUC 3X
CYTOK IIOCAC POAOPA3PEIICHIS H, HAIIPOTUB, IIPOIPec-
CHPYIOINEE YXYAIIECHHE COCTOSHUSA ¢ (DOPMUPOBAHIEM
PA3BEPHYTOH KAHMHHKO-AA0OPaTOPHOH KapTuabl TMA
C IPU3HAKAMU IIOAHOPIAHHON HEAOCTATOIHOCTH AAIOT
OCHOBAaHHUE OOCYKAATH BO3ZMOMKHOCTD TPAHCPOPMAITHIIH
npesrAammcun 1 HELLP-cunapoma B al'VC B pesyan-
Tare U30BITOYHON AKTHBAIIMH KOMIIAGMEHTA y ITAIH-
EHTOK C T€HETHYECKN O0YCAOBACHHON AMCPEIYAAIIIEH
AABTEPHATHBHOIO IIyTH KoMmiAeMmenTa [4, 15, 20, 21].

[IprmedaTeAbHO, 9TO, CEPBE3HO BAUAA HA PA3BUTHE
3200ACBAHUSA, HII OAHO U3 HAHOOAEE YACTO BCTPEUAIO-
muxcs B Hamtem nccacaoBarun KAC (omeparusroe
poaopaspermenne, kpopoTeuenue u 119), ne okazano
CYILECTBEHHOTIO BAMAHHA Ha TedeHue camoro Aal'VC
U €T0 HCXOA, ITIOAODHO AOKAa3aHHOMY paHee OTCYT-
CTBHIO B3aMMOCBSI3H MCKAY HAANYHEM IIATOICHHEIX
MyTAIIHH B T€HAX CUCTEMBI KOMIIACMEHTA H THAKECTBIO
tegenns u ncxoaoMm al'VC [11]. Hamu Tawxe He 65100
BBIABACHO HAAHYUCE 3aBUCUMOCTH MEKAY KOATIECCTBOM
KAC, npeartrectByrormux MaungecTarmm 3a00 AeBaHmH,
u paapHermeM tederneM i ucxoAoM Aal'VC (tada. 3).

Takum 00pa3oM, HEKOHTPOAUPYEMas aKTHBALIH
AABPTEPHATHBHOIO IIyTH KOMITAGMEHTA, ABAAFOITIAACH OC-
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HOBHBIM [TATOTCHETHYCCKIM MECXAHH3MOM IOBPEHKACHHSA
aupoTeAnd npu al VC, mpu GepeMeHHOCTH MOKET OBITh
BBI3BAHA COAPYKECTBEHHBIM BOACHCTBIEM CAMOTO IIPO-
11eCCa TECTAIIUH U COYETAHUA IO PA3AUYIHBIX OCAOKHE-
Hui, urparornx poab KAC, nesaBucnmo or HaAmdwa
MAM OTCYTCTBHSA Y KEHITIMHBI TEHETHYECKOH IIpeApac-
noAoxkeHHOCTH. [IpH 5TOM 3aMaHIIBO OBIAO OBI IIPEA-
HOAQraTh, 9To AAS passuTuA al VC y seHImH ¢ maro-
FEHHBIME MYTALUAMHU TPEOYETCA MAAOE KOAUYIECTBO
KAC, a B orcyrcrBue remerndeckoro Aedpexra — Aubo
muoro KAC, aubo txeaste KAC, Bpoae I1D u keca-
peBa cedenus, AHOO TO u Apyroe Bmecre. M xors sto
IIPEAITOAOKEHIE OCHOBAHO HA MMEFOIINXCA B AUTEpa-
Type AAHHBIX O TOM, 4TO 1opor passurus TMA Tem
BBIIIIE, YeM cAabee Tpurrep u HaoOopoT [22], ono, Oe3-
JCAOBHO, HY/KAQETCA B AOKA32TEABCTBAX, KOTOPBIE MOTYT
OBITH IIOAYYECHBI TOABKO B KPYIIHBIX MHOTOIIEHTPOBBIX
HCCAEAOBAHHUAX C ODAZATEABHBIM HCIIOAB30BAHHEM Ie-
HETHYECKUX METOAOB.

Tem He MeHee, Pe3yABTATHI HAIllel PabOTHI ITO3BO-
ASIFOT HAM BBIABUHYTD €ITIE OAHO IIPEAIIOAOKEHHUE — TH-
IIOTE3y O HEOAHOPOoAHOCTH akyrepckoro al'VC. Mer
IIOAATAEM, ITO B aKYIIEPCKON IIPAKTHKE OCTPYIO KOM-
IIAEMEHT-OIIoCpeAoBaHHYI0 TMA BcAeAcTBHE reHe-
THYICCKOI MPEAPACIIOAOKECHHOCTH, HAAMYHE KOTOPOI
OIIPEACAACTCA MACHTH(DUKAIIEH ITATOTCHHEIX BAPHAH-
TOB I€HOB CHUCTEMBI KOMIIAGMEHTA, CACAYET HA3BIBATDH
HIEPBUYHBIM (KAACCHYECKIM) aTHITHIHBIM T€MOAUTHKO-
YPEMIYECKIM CHHAPOMOM. B Tex ke cAy4asx, Koraa a-
TOTEHHbIE HAH BEPOATHO IIATOICHHBIE MYTAIIMN B TEHAX
KOMIIAEMEHTA OTCYTCTBYIOT, 2 OOHAPY/KECHBI AUIIIb BAPH-
AHTBI TCHOB C HEACHBIM KAMHHYECKIM 3HaYeHIEM (OCO-
OEHHO HECKOABKO), IX COYETAHUE C MHOKECTBEHHBIMH
KAC, caeayronmmMm Apyr 3a APyTOM B KOPOTKOM HH-
TEPBAAE BPEMEHH, BEI3BIBAS KOMIIACMEHTAPHBIH IITTOPM,
A2ET OCHOBAHHUE XaPAKTEPU3OBATH 3Ty CHTYAIHIO KAK
propuusbi al' VC. D10 HpeAlloAroKeHHe YaCTHIHO
HIPOTUBOPEYHNT MHEHHIO, BBICKA3AHHOMY PaHEe IPYII-
IOM mCcAeAOBaTEAEH TTOA pykosoacTBoM FFakhourd,
cumrratorinx Aal'VC nepsrranoit dopmoit TMA ¢ ms-
BECTHBIM TPHITEPOM — OEPEMEHHOCTBIO — HA TOM OCHO-
BAHHM, YTO YACTOTA BBIABACHUSA ITATOTCHHBIX MYTALINI
B CHCTEME KOMIIAEMEHTA B AAHHOM CAYYa€ COITOCTABIMA
€ TakoBOM B o0ImeH momyasuu 0oapueX al'VC u co-
craBageT 56% [6], Toraa xak mpu BTopmaHOoM al'VC
(K KOTOPOMY aBTOPBI MCCAGAOBAHUI OTHOCAT TOABKO
al'VC mpu cucremusx u HHQEKIHOHHBIX 3200A€-
BAHHUAX, 3AOKAUYECTBEHHBIX OITYXOAfAX, TAOMEPYAOIIa-
THAX, IIPUMEHEHUH HEKOTOPHIX ACKAPCTBEHHBIX CPEACTB
U IIOCA€ TPAHCIIAAHTAIIIH COAUAHBIX OPTAHOB) 4aCTOTA
MAEHTHUKAIINT TEHETHIECKOTO AePeKTa HE OTAMYA-
ercst oT obmenonyadnunonno# (5% mporus 6 u 8%
cpeAn 3A0pOBEIX AOHOPOB Ppanrnuu 1 EBporrer coot-
BercTBeHHO) [9, 23]. [TockoABKY B MOMEHT pa3BUTHA
OCTPOH CHTYALINU B aKYIIIEPCKOH IIPAKTHKE Pa3rPaHu-
genue neppuaHoro n propuunoro al'VC mpakrnde-
CKH HEBO3MOJKHO, BAKHO IIOHHMATD, YTO HE3ABUCHMO
OT HAANYHA UAM OTCYTCTBUA TEHETHYIECKOTO AedeKTa

OpMI’MHOﬂbeIe CTaTbH

B ODOHMX CAYUAfIX OYAET MMETh MECTO I'MIIEPAKTHBAIIHA
KOMIIAeMEHTa. TOABKO B IIEPBOM CAyY4E K HEH HMeeTcs
HACAEACTBEHHAA IIPEAPACIIOAOKEHHOCTD, 2 BO BTOPOM
OH4 BO3HMKACT KAK PE3YABTAT B3AMMOACHCTBUA MHO-
xectBa KAC ¢ MyTamusaMu HEsACHOTO KAHHIYECKOTO
3HAYCHHMA, BO3MOKHO, B OOBIYHEIX YCAOBHAX M HE CITO-
COOHBIX aKTHBHPOBATH KOMIIAGMEHT. Takasd mosurnd
AOTHYHO OOBACHAET pasBuTHE «kAaccmaeckoron al'VC
BO BpeM IIEPBOH, HEOCAOKHEHHOH, DepeMEHHOCTH, AO-
CTATOYHOM AAA AKTHBAITIN KOMIIAGMEHTA O€3 AOIIOAHH-
TEABHOTO TPHITEPA, KAK YCTAHOBACHO B NCCACAOBAHUAX
[9, 11], B To Bpema kak Broprunbii al'VC moxer pas-
BHTBCA BO BPEMsA KaKAOH OEPEMEHHOCTH, a TPUITEPOM
3200AEBAHISA IIPU 9TOM OYAYT HMEHHO AOIIOAHHTEAB-
nbie KAC — recranmonnsre ocaoxnenus. Harra Touka
3penns copraaact ¢ muenuem Praga M. u de Cordoba
SR, cumrraroux, Iro OTCyICTBHE IFEHETHYECKIX AHOMA-
AMIT HE ICKAFOUAET YYACTHE KOMITAEMEHTA B IIATOTCHE3E
sropruanoro al'VC [24], Tem GoAee, 9TO CErOAHA yike
HE BBI3BIBAET COMHEHUH BKAAA AKTHBAIINI AABTEPHATIB-
HOTO IIyTH KOMITAGMEHTA AAKE B PA3BUTHE APYTUX IIEp-
BuraHEIX TMA — STEC-I'VC u TTTI, mpu KoTOpEIX 9TOT
MEXaHHU3M CIIOCOOEH YCUAUTH IIOBPEKACHNE SHAOTEAHA,
BBI3BAHHOE ApyruMu IpuausaaMu [25]. XoTs AoKasaTeAb-
CTBA aKTHBAIINN KOMIIAeMeHTa Ipu BropraHoM al'VC
CErOAHA HEMHOTOYHCACHHBI, HEKOTOPBIE HCCACAOBATEAT
moAararot, 9o npu TMA n3menenne deHOTHIIA SHAO-
TEAMAABHBIX KAETOK HA IIPOBOCITAAMTEABHBII U IIPOKO-
AryAAHTHBIH C IIOCACAYIOIIUM TPOMOO3OM MOJKET HH-
AYIIIPOBATH AKTUBAITHIO KOMITAEMEHTA, KOTOpas OyAEeT
CIIOCOOCTBOBATD EPCHCTHPOBAHMIO 1 yeHAeHIIO TMA
IO MEXaHH3MY «BTOPOro yaapa» [24]. ITpeacraBasercs,
YTO PE3YABTATHI HAIIIETO MCCACAOBAHUA COTAACYIOTCA
C TAKOHM TPAKTOBKOH POAM KOMITAEMEHTA IIPHMEHH-
TEABHO K akyrmepckoir TMA.

[Tpn 3TOM, Kak CACAYET U3 PE3YABTATOB HAIIIEH Pa-
60Te1, BeI3BaHHAA codeTaHreM HeckOoAbKnX KAC mpu
Aal'VC «BroprdHas» rUIEPAKTUBAIIA CHCTEMBI KOM-
ITAEMEHTA, 3aITyCKAA ITATOAOTUYECKIE MEXaHI3MEI, AAACE
yiKe He OKA3BIBACT BAUAHNE HH HA TAKECTb TEUCHUS,
HH Ha IIPOTHO3 3a00AEBAHHA.

Konmernmua neoanopoanocru Aal'VC aaer ocro-
BaHuA AAA 9P EKTUBHOIO NCIIOAB30BAHHUA KOMITAE-
MEHT-OAOKHPYIOIIETO IIperapata DKyAn3syMao, ABAf-
JOIIETOCA B HACTOSAIIEE BPEMSA «30AOTBIM CTAHAAPTOM)
teparun al'VC [26], AAS AeUeHUSA HE TOABKO TCHCTHU-
geckn onocpeaoBanuoil TMA, no u TMA, 00ycaos-
AEHHOH «BTOPHYHOM» AKTUBAITHEN KOMITAeMeHTa. MBbI
IIOAATAEM, ITO B 3TOM ITOCAEGAHEM CAyYAE IIPHIMECHEHIE
DKyAn3ymada MOKET OBITH DOAEE KPATKOBPEMEHHBIM,
yem npu Tpasunnonsom nepsuranom Aal'VC. Oge-
BHAHO, 9TO ACHCTBHE AOIOAHHTEABHBIX TPHITEPOB
B AKYIIIEPCKOM IIPAKTHKE, XOTA U ABAAETCA AOCTATOYHO
MOIIIHBEIM, YTOOBI BBI3BATH HEYACP/KHUMYO AKTUBAIIHIO
ATIK, HO CAHIIIKOM KPATKIM AAf €€ AAMTEABHOTO ITOA-
AEPKAHISA AAZKE Y KEHIIIIH C AePEKTOM I€HOB CUCTEMBI
KOMIIACMEHTA. B ITOAOOHBIX CAyHUafsx Aake PEAYIIHPO-
BAHHBIH AO IIEPHOAA HHAYKITHH KYPC A€UEHIA DKYANU3Y-
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OpMI’MHCIJ'IbeIE CTaTbH

Ma0OM I103BOAfET OBICTPO 1 9O HEKTUBHO OAOKIPOBATH
PaspyIINTEABHOE ACHCTBHE KOMIIAEMEHTA. DTO IIPEA-
IIOAOKECHHE ITOATBEPKAAIOT PE3YABTATHI HAIIETO HC-
CACAOBAHHSA — IIPH PAHHEM CTapTE Teparnu (B TCICHUE
IIEPBBEIX 2 HEAEAD OT AcOrOTa 3a00AeBaHMsA) — s dekT
OT TEPAITUH C OBICTPBIM KYIINPOBAHIEM ITOAHOPIAHHOM
HEAOCTATOYHOCTH HADAFOAAACH YiKE TIOCAE TTEPBOH-BTO-
poit nH(Y3HM Ipernapara, a K KOHIY HHAYKIIHOHHOTO
Kypca, KaK IPaBHAO, OTMEYAAOCh IIOAHOE BOCCTAHOB-
ACHHCEC (byHKL[I/II/I ITOYCK. HPI/IHI/IM’AH BO BHUMAaHHC
CTOUMOCTD DKYyAH3yMada, IIPEACTABAACTCS, ITO IIPO-
AOAKHTEABHOCTh ACUCHISA IPEIIAPATOM HMEET TAKIKE
BAKHOE 9KOHOMHUECKOE 3HadeHue. [IpaBoMepHOCTH
HCITOAB30BAHUA KOMIIAGMEHT-OAOKHPYIOIICH Teparin
pu sropraHOM al'VC IOATBEPHKAAIOT TaKKe APYTHE
aBTOPEL |24, 27].

OAHO3HAYHEIE PEKOMEHAAINN 110 IIPOAOAKUTEAD-
moctu AcdeHus al'VC DkyansymaOom B HacTosdIee
BpeMs OTCYTCTBYIOT, U PEIICHNE 0O OTMEHE IIperapaTa,
KaK ITPABHAO, IPUHUMACTCA HHAHBHAYAABHO. OAHAKO
00CyKAAETCA BO3MOMKHOCTD IIPEKPAIICHISA IIPHEMa DKY-
AM3yMa0a IIPH TIIATEABHOM MOHHTOPHHIE KAMHUKO-
A2DOPATOPHBIX IIOKA3ATEACH Y OTACABHBIX ITAIIIECHTOK
C YYIETOM HX IIPEAIOYTCHIIN, HOPMAAU3AINH (DYHKIIIH
OpraHoB 1 (DAKTOPOB PHCKA PEI[HANBA, BKAIOUAS IeHE-
TUYECKUE aHAAH3, BO3PACT M HAAMYHE/ OTCYTCTBHE SIIH-
30a0B TMA B anamuese [28]. B marrem mccaeaoBannm
DkyAusyma0 ObiA OTMEHEH y 22 marueHToK u3 40, moAy-
YABIIIHX IIPEIApaT (BKAIOYASA ITAIUCHTKY C IIATOTCHHON
myrarueit daxropa I). Hu y oanoit us maux al'VC me pe-
IIIAMBHPOBAA ITOCAE KYIIHPOBAHHA OCTPOTO SIIN30AQ
TMA B TedeHHE BCEro cpoka HaAOAIOACHHA (K HACTOS-
IIeMy BPEMEHH OH COCTABASIET MAKCHMAABHO 4,5 T0AQ),
(pyHKIIIA OYEK M TEMATOAOIMYECKHE ITOKA3ATCAH
OCTarOTCA CTAOMABHO HOPMAABHBIMIEL TakKiM 00pasom,
PE3YABTATBI HAIIIETO HCCACAOBAHUSA CBUACTCABCTBYIOT
0 BO3MOKHOCTH H IIEAECOOOPA3HOCTH OTMEHBI KOM-
naemeHT-OAokupyroreit Tepanun Aal'VC B caydae
AOCTIZKEHUS YCTOHYHBON PEMICCHH IIPH OTCYTCTBUI
M3BECTHBIX T€HETHYECKUX MYTaIHH.

3akaroueHue

Aal'VC MozkeT pasBHBATBCS HE TOABKO Y ITAIIHEHTOK
C T€HETHYECKOH IIPEAPACITOAOKEHHOCTBIO K PA3BHTHIO
3200AEBAHNA, HO H Y KEHIIINH, HE NMEFOIIIX MYTaIlH
B T€HAX CHCTEMBI KOMIIAeMEHTA. B rmocaeaneii curya-
LI BEAVIIYIO POAB B Manudecrarun al VY C urparor
OCAOKHEHHA OEPEMEHHOCTH M POAOB, ITPEACTABAAFOIIIHE
coboit ponorrnTeaprsie KAC, koTopsle, He3aBUCHMO
OT UX KOAMYECTBA M COYCTAHUH, HE BAUAIOT HA TAKECTD
1 ICXOA 3a00AEBAHHA.

Aal'VC mpeacraBasier cOOOI HEOAHOPOAHYIO
I'PYIIITY, BKAFOUAFOIIYIO Kak «kAaccmaeckminy al VC, tak
u «ropuanbiy al VC, He CBA3AHHBIA ¢ KOHCTUTYIHO-
HAABHOM AMCPEIYAALIUEH CHCTEMBI KOMITAGMEHTA, HO CO-
IIOCTABUMBII 110 TAKECTH U HEOAATOIPUATHOMY IIPO-
rHO3y ¢ kaaccruecknM al VG, B cBA3H ¢ geM B OCTpHI
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tO.B. Koporuaesa, H.J. Kosnosckas, E.M. Wudman, K.A. JembsHosa

repuoA auddepeHnnpopats «kaaccumaeckuiny al'VC
n sropuanbi al'VC B axyIrepckol IpakTuke IPaKTu-
YECKH HEBO3MOKHO.

CBOEBpEMEHHOE HAYAAO TEPALIHH DKYAU3YMAOOM
(e mosanee 15 Aneit o1 AeOrOTa 3a00AEBAHNA) TIO3BO-
AfIET HE TOABKO CIIACTH KH3HD marnueHTkam ¢ al'VC,
HO M ITOAHOCTBIO BOCCTAHOBUTH UX 3A0pOBbe. [ Ipn aTom
B cAydae pasutus «sropraroroy al'VC kype Dxyan-
3yMaba MOKET OBITh PEAYIIMPOBAH HHOIAA AO 1-2 HH-

ysnii.
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