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CpGBHMTeJ’IbHGH XAPAKTEPUCTUKA AKYLLIEPCKOro 1 «O6LIJ,EHOI'IYJ'IHLIMOHHOI’O» ATUNUYHOTO TEMONTUTMKO-YPEMMUYECKOrO CUHAPOMO... OpMI’MHOﬂbeIe CTaTbU
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Pesrome

Arunuanerii remoanTuxo-ypemumdeckuii ciHApoM (al'YC) — yapTpapeakoe 3a6oaeBaHIe, 00yCAOBACHHOE
HAPYIIIEHUEM PETYAAIINN AAbTEPHATUBHOIO IyTH KOMIIAeMeHTa. PasBuTuro 3a60A€BaHUA IPEALIECTBYFOT
Ppa3sAuYHBbIE TPUITEPHI: NH(EKIHA, AUapes, CHCTEMHAsA IATOAOTHUsA, IPUEM HEKOTOPBIX A€KAPCTBEHHBIX
IIPEIapaToB, a TakKe OepeMeHHOCTh u ee ocaoxkHeHnA. Ha aoaro alI'YC, accormuupopanHoro ¢ 6epemen-
HOCTBFO, COTAACHO AQHHBIM MEXXAYHApoAHOro peructpa al'YC, npuxoanrcs npumepso 1/3 Bcex cayuaes
3a00AeBaHuA y B3pocabix. Akymepckuii al'YC nmeer ocoOble uepThl, TAKEAOE TEUECHHIE U BBICOKHII PUCK
HeOAArOPUATHOTO UCX0AA 110 cpaBHeHUIO ¢ al'YC BO B3pOCAOI MOIYAAITIU B IIEAOM.

Lleaw uccaedosanus: CpaBHUTH OCOOEHHOCTH PAa3BUTHSA, TEUCHHA U HCXOAOB AKYIIEPCKOI0 U HEAKyIIIep-
cxoro al'YC y B3pocasix.

Ilayuenmaor u memodsL: B NCCAEAOBAHTE BKAFOUEHBI IIALIMEHTHI C YCTAHOBACHHBIM AuarHozom al'VC,
HAOAFOAABIIINIECA B PA3AWYHBIX MEAHLIMHCKIX yupesxAeHuAX Poccuiickoii Peaepannu B mepuop c 2012 r.
o 2021 r (»=161). ITarmenTeI OBIAM Pa3ACACHBI HA 2 TPYIIIBL: IIEPBAA rpynmna — 76 MarueHToK C aKyIep-
ckum al'YC (a-al'YC), Bropas — 85 B3pocabIx narueHToB ¢ Heaxymepckum al'YC.

Pesyavmames: B rpymme c a-al'yYC ormeueHbI 60A€e BEIPAKEHHBIE IIPU3HAKYA MUKPOAHIHOIIATHYECKOTO
remoausa (AAT 2487.0 vs 815.0, p<0.001]), 60aee Hu3KOE uncao TpomOomuToB (48.0 5 84.5<0.001) 1 Goaee
TAYKEAAA TIOAMOPTaHHAA HEAOCTATOUYHOCTh (CPEAHEE UHCAO ITOPA’KEHHBIX opraHos 3.64 vs 2.57, p<0.001).
ITopaskenmue mmoyek y Bcex manueHToB 0b1A0 npeacraBaeHo OIIII, moTpeGoBaBIINM A€UCHUA AUAAN3OM
y 136 u3 161 narmmenra (84.5%). ITokazarean CKp Gbian AOCTOBEPHO BBIIIE B IPYIIIE C HEAKYIIEPCKHAM
aI'YC (758.0 vs 441.0 mxmoab/ A, p<0.001). B rpynme a-al'VC Bce manmeHTKH OAyYaAH ACUCHUE CBEXKe3a-
MOPO>KEHHOMH 1Aa3Moii 1 46 mamuenTokK (60.5%) KOoMIIA€MEHT-0AOKHPYIOIIUM IIPEIIapaToM DKyAu3ymal.
B rpynmne ¢ meaxymepckum al'YC maasmoreparnusa NpoBOAUAACE TOABKO 53% marneHTOB, a DKyAn3ymab
nmoayunan 20% mammentos. Cpean manmenTok ¢ a-al'YC yayumenue pyHknmm moyek ormedeHo y 78.3%
JKEHIIWH, ACYEHHBIX DKyAusymabom u y 56.6% manueHTOK, MOAYYaBIINX TOABKO ITAa3MoTepanuro. Becero
ymepao 12 marmenTok: 9 — He moayuaBmmx JKyansymad (30%) u Tpoe, ITOAyUABIINX IIATOT€HETUIECKYFO
tepanuro (6.5%). B rpymnme ¢ Heakymepckum al'YC yayumenne pyHKIpu nodexk HabAroaasoch y 52.9%
MAIAEHTOB, IIOAYYABIINX DKyAu3ymab u 'y 33.8%, He 110AyJIaBIINX IATOr€HETHUECKYFO Tepamuio. Ocrasuch
AMAAU3-3aBHCUMBIMH UAH yMePAHR cooTBeTCTBEHHO 7 (41.2%) 1 1 (5.9%) u3 17, aeueHHbIx DKyAn3ymabomM,
u 36 (52.9%) u 10 (13.2%) cpeau 68 marmeHTOB, He IIOAYYABIINX DKyAU3yMa0.

3axaruenne: NAAHHOE HCCAEAOBAHUE IIOATBEPAUAO CYIIIECTBOBAHUE PA3AUYNNA B XapaKTepe TeUCHHUA
aKkymrepckoro u «obmenonyaanuonaoro» al'YC y B3pocapix. Pannee Hauaso Tepanun DKyansymabom
IO3BOAAET COXPAHUTD JKU3Hb MMALIMEHTAM U AOOUTHCA PEMUCCUU KAK IIPU AKYIIEPCKOM, TaK U IPH He-

axymepckom al'YC.

Abstract

Atypical hemolytic uremic syndrome (aHUS) is an ultra-rare disease. The development of the disease is
preceded by various triggers: infection, diarrhea, systemic pathology, and pregnancy. Pregnancy-associated
aHUS accounts for 1/3 of all cases in adults. Obstetric aHUS (O-aHUS) have special features, sevete
course, and a high risk of an unfavorable outcome compared to "population-wide' aHUS.

Aim: to compare the characteristics of the development, course, and outcomes of obstetric and non-
obstetric aHUS in adults.

Patients and methods: the study included 161 patients(pts) with an established diagnosis of aHUS who
were observed in various medical institutions of the Russian Federation from 2012 to 2021: 76 pts with
0-aHUS and 85 adult pts with non-obstetric aHUS.

Results: in the O-aHUS group there were more pronounced signs of microangiopathic hemolysis
(LDH 2487.0 vs 815.0, p<0.001]), a lower number of platelets (48.0 vs 84.5 <0.001), and more severe multiple
organ failure (mean number of affected organs 3.64 vs 2.57, p<0.001). Kidney damage in all pts was presented
by AKI requiring dialysis treatment in 136 cases (84.5%). The SCr values were higher in non-obstetric
aHUS (758.0 vs 441.0 pmol/L, p<0.001). In the O-aHUS group all pts received fresh frozen plasma and
46 pts (60.5%) — complement-blocking drug Eculizumab (Ecu+). In the non-obstetric aHUS group only
53% of pts received plasma therapy, and 20% — Ecu+. Among pts with O-aHUS an improvement in renal
function was noted in 78.3% of women Ecu+ and in 56.6% of pts receiving plasma therapy alone. In this
group 12 pts died: 9 did not receive Eculizumab (30%), and 3 — Ecu+ (6.5%). In the non-obstetric aHUS
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group improvement in renal function was observed in 52.9% of pts Ecu+ and in 33.8% who did not receive
pathogenetic therapy. Remained dialysis-dependent or died, respectively, 7 (41.2%), and 1 (5.9%) of 17 Ecu+,
and 36 (52.9%) and 10 (13.2%) among 68 pts who did not receive Eculizumab.

Conclusion: this study confirmed the existence of differences during obstetric and "general population"
aHUS. Early initiation of Eculizumab allows patients to survive and achieve remission in both obstetric

and non-obstetric aHUS.

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

Beeaenue

ATHIINYHBINA FeMOAUTHKO-YPEMUYECKHE CHHAPOM
(al'VC) — yaprpapeaxoe 3aboaeBanne, 0OyCAOBACH-
HOE HAPYIIECHUEM PEIYAALNN AABTEPHATUBHOIO ITYTH
KOMITAeMEHTA. Pe3yAbTaATOM HEKOHTPOAHPYEMOIH aK-
THBAIIMH KOMIIAEMEHTA ABAACTCA ITOBPEKACHUE H-
AOTEANS TEPMUHAABHBIM KOMITAGKCOM KOMITAEMEHTA
(MeMOpPAHO-aTAKYIOIIIM KOMIIAEKCOM) C Pa3BHTHEM
TpomboTnaeckoil Mmukpoanruomnarun (TMA), koro-
PYIO CETOAHA IPUHATO HA3ZBIBATH KOMIIAEMEHT-OITOC-
peaosannoi [1-3]. Kannngecku al'VC mpossasercs
KAaaccrdeckoit Tprasoit TMA (Mukpoanrnomnarideckas
remoantrdeckas agemust — MAI'A, pomOorrronesus,
[IOPAKEHIE ITOYCK M APYTHX OPIAHOB HUIEMHIYCCKOMN
IIPUPOABL) U B OOABIIIIHCTBE CAYIAEB OTANYACTCSH TH-
KEABIM TEYEHHEM M HEOAATOIPHATHBIM IIPOTHO30M:
COTAACHO AAHHBIM AHTEPATYPHI, B OTCYTCTBHE IIATO-
reHeTHYEeCKOH Tepanuy, 67% IaluenToB AHOO yMH-
paau, AHOO AEMOHCTPHPOBAAU IIPOIPECCHPOBAHUE
ITOYCYHOTO IMOPAKEHNA AO TEPMHHAABHOH IIOYCIHOMN
mepocratognoctu (TTIH) B Tewenne roaa ot Acbrora
6oaesnn [4]. PasBururo 3a60AeBaHUA, KAK IIPABUAO,
HpeALHeCTByIOT pa3AI/IqHI)Ie TpI/IITepI)I, CaMbIMH YaCTbIMI
13 KOTOPBIX CAYKAT HH(DEKIINA, AHAPEs, CHCTEMHAS 11a-
TOAOTHA, TPAHCIIAAHTAIINA KOCTHOTO MO3I'a M COAUAHBIX
OpPTaHOB, IIPUEM HEKOTOPHIX ACKAPCTBEHHEBIX ITPEIapa-
TOB, 4 TaKXKe DEPEMEHHOCTh U e OCAOKHeHHA [5-9].
Ha aoaro al'VC, accormmpoBanHOro ¢ 6epeMeHHOCThIO,
COTAACHO AQHHBIM MEKAYHapOAHOTO peructpa al'VC,
npuxoAuTces upumepHo 1/3 Beex cayuaes 3a00AeBaHus
y B3pocAbx — 123 u3 423 (29%) [10]. Oamaxko, Hecmo-
TPA HA 3HAYUTEABHOE KOAMYECTBO PadOT, ITOCBAIICH-
HbIx 11pobaeme akymepckoro al'VC (coraacuo ob3opy
IyOAMKAIIMIT TT0 AAHHOI TeMme, BhioAHeHHOMY Gupta
n coaBT., k 2020 r. omyoankoBaro okoAo 800 crarteit
[11]), aur B oanOM U3 Hux akymepcknii al VC (a-al'VC)
He paccMaTpuBaAca Kak ocoOerit BapuanT al ' VC. Yarre
BCEro, 0OCOOEHHO B DOAEE PAHHUX HCCAEAOBAHHAX,
a-al'VC orrocuan k Bropuassiv TMA, 060cHOBbIBAA
9TO HAAIYHEM OEPEMEHHOCTH KaK XOPOIIIO H3BECTHOTO
IIPEAPACITOAATAFOINEro cocToAHnA. OAHAKO, OCHOBBIBA-
ACh HA OTCYTCTBUU PASAMYHI B 9aCTOTE BCTPEIAEMOCTI
IIATOTEHHBIX MYTAIIMI KOMIIAGMEHTA B ITOIIYASIIUH I1a-
nueHTOoK ¢ akyrepckuM al 'V C i B Oy AAITHY OOABHBIX
al'VC B 11eAOM, HA CXOACTBE KAMHHUYCCKUX, B TOM YHCAE
3KCTPAPEHAABHBIX ITPOABACHHH 3a00AEBAHISA, 2 IAAB-
Hoe, Ha 3 dexTe KOMIIAEMEHT-OAOKHPYIOIICH Tepariuy,
Fakhouri F i coasT mpeaaararor paccmarpusats a-al VC
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KaK KAACCHYECKYIO ITEPBHYHYIO KOMIIAEMEHT-OIIOCPE-
AoBarHYIO TMA, HHAYIHPOBAHHYIO OEPEMEHHOCTBIO
[12]. MexAy TeM HAIIH HCCACAOBAHHSA IIOKA3AAH, YTO
axymepexuii al'VC nmeer cBon xapaxkTepHBIC OCODCH-
HocTH. K HHM OTHOCATCS, IIPEIKAE BCETO, IIPEAILIIC-
crByforme pasputro ocrpoit TMA crrenmdunaeckue
KOMITACMECHT-AKTHBHPYIOIINE COCTOAHIUSA, IIPEACTAB-
ACHHBIE IIPEUMYIIECTBEHHO AKYIIIEPCKHIMHI OCAOKHE-
HISIMH (IIPE3KAAMIICHS, OLIEPATHBHOE POAOPA3PEIIICHICE,
KPOBOTEUCHIUE, OTCAOHKA HOPMAABHO PACIIOAOKEHHOI
IAQIIEHTHI U T.A.) IIPH PEAKO BCTPEUAFOIITUXCA APYIUX
Tpurrepax (Auapes, HHQEKIIHA, ACKapcTBa U Ap.) [0].
Kpowme toro, camo tedenne a-al'VC, 110 AaHHBIM Pa3HBIX
aBTOPOB, XapPAKTEPU3YeTCA KpaiHe OBICTPHIM TEMIIOM
IIPOIPECCHPOBAHISA C PASBUTHEM THKCAOH IIOAHOPraH-
HOI HEAOCTATOYHOCTH U, KAK CACACTBHE, BBICOKOH MaTe-
PHEHCKOI U IIePUHATAABHOI cMepTHOCTBIO [7, 11, 13-15].
DTO AT OCHOBAHUE IIPEAIIOAAraTh, 9To a-al ' VC, mve-
FOIIHI DOAEE TAKEAOE TEUEHHE U ODOAEE BEICOKUE PHCK
HEOAArOIIPUATHOTO UCXOAQ B OCTPHIE IIEPUOA IO CPaB-
nernto ¢ al'VC Bo B3pOCAOH ITOIYAAIINN B IIEAOM, IIE-
AECOODPA3HO BEIACAATD B OCOOBIN BAPUAHT ATUIIHIHOIO
I'VC. B cBsI3u ¢ 9THM MBI PEITUAN IIPOAHAAH3HPOBATH
OCOOEHHOCTH KAMHIYECKON KAPTUHBI M NCXOAA (B TOM
YHCAC B OTCYTCTBHH IIATOICHETUYCCKON TEPAILHI) AKY-
mepckoro al'VC o cpasrennto ¢ neakymepcknm al VC
¥ B3POCABIX.

ITanmeHTHI 1 METOABI

B mccacaoBannme OvIA BkAodeH 161 marnmenT ¢ ycra-
noBAeHHEIM Anarzo3oM al VC. Bee OoabHBIE TOAyIaAn
A€YCHIE B PA3AMYHBIX MEAULIMHCKIX yapexAeHIAX Poc-
criickort Peaeparrm B mepuo ¢ 2012 1. mo 2021 r.

[NanmerTsr ObIAE pasAeACHEL Ha 2 rpyIiIeL. B mepsyro
IpyIITy BOIAH 76 mareHTok ¢ akyrmepcknm al VG, pas-
BHBIITIMCSA BO BpeMs OEPEMEHHOCTH HAU IIOCAEC POAOB
(B CpOKH OT HECKOABKHX 4acOB AO 9 AHEIT), BO BTOPYIO
rpymry — 85 B3POCABIX HAIIMEHTOB C HEAKYIIEPCKIM
al'VC.

Awrarzos al 'VC ycTaHABAMBAAT HA OCHOBAHIH KAH-
HHUKO-A200PATOPHOTO KOMIIAEKCA TPOMOOTHYECKOM
MUKPOAHIUOIATHH IIPU HCKAIOUCHHN APYTHX POpM
TMA: TpoMOOTHYECKOH TPOMOOIIHTOIIEHNYECKOM
aypuypst (TTTI), xaracrpodugeckoro anrudocdorun-
nuasoro cuaapoma (KA®C), cucremuoit marororuu
(AHIIA-acconmupoBaHHBIX BACKYAUTOB, CHCTEMHOM
kpacuoit Boayankn (CKB), nadexnnn. Aast amarso-
crukn akymrepckoro al'VC AOIIOAHHUTEABHO HCKAFOYA-
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Ancs axymepckne popmsl TMA — mpeskaamircus (I10)
n HELLP-cuaapom.

Kpurepuem uckarouennus TTI1 cauraan aktuBHOCTD
ADAMTS 13 >10%. KA®C, CKB u AHIIA-acconuu-
POBaHHbIE BACKYAHTHI HCKAFOYAAH HA OCHOBAHIH OTPH-
LATEABHOIO PE3YABTATA UCCACAOBAHUA BOAYAHOIHOIO
AHTHKOATYAAHTA, AHTUTEA K KAPAMOAUIIHHY 1 Oera2-
raukonporenny 1, aHTHHYKACAPHOTO (PaKTOpPA, AHTUTEA
k AHK, arTrTeA Kk Mueaomepoxcraase u mporensase 3.
I1D u HELLP-cnHAPOM HCKAFOYAAH HA OCHOBAHUN
OTCYTCTBUA IIOAOKUTEAPHON AMHAMUKU B TEUCHIE
72 wacoB mocae poaopaspenrenud. B tex caydasx,
koraa anaraossl 119 n/nan HELLP-cuaapom Gbian
YCTAHOBACHBI €III€ AO POAOB, OTCYTCTBHE OKHAAEMOIO
VAVUIIIEHNSA COCTOSHUA MAIIMEHTOK ITOCAE IIPEpPHIBa-
Hu OEPEMEHHOCTH AABAAO OCHOBAHUE PACCMATPUBATD
ITO/HELLP xak tpurrepst al'VC uan kax tpancdop-
marruro ux B al VC.

B kauecrtse Tpurrepos al VC Hamu paccMaTpHBaAKCh
Bce KommAemenT-aktuBupyromue cocroauua (KAC),
IIPEALLIECTBYIOIINE PA3BUTUIO 3a00ACBAHUA: aAKyIIIEP-
ckue ocaokuenus (peskaamicus/ HELLP-cunapowm,
HIPEKACBPEMEHHAA OTCAONKA IIAAIIEHTHI, AHTEHATAABHAA
rubEeAb ITAOAQ, KPOBOTECUCHUE), OIICPATHBHBIC BMEIIIA-
TEABCTBA (KECAPEBO CEYEHHUE, PEAATIAPOTOMUS, AMITyTA-
LU MATKH) U BHYTPHMATOYHBIC MAHHITYAAIINH (PyIHOE
OTACAECHUE IIAALIECHTBI, KIOPETAK), 4 TAKKE NH(EKIINA,
Anapes, IIPHEM A€KAPCTBEHHBIX IIPEIAPaTOB, HePPOTH-
YECKUI CHHAPOM.

CrarucTudecKnuil aHAAU3

CratucTraecknii aHAAM3 BKAIOYAA METOABI OITHCA-
TEABHOH CTATHCTUKN: PACYET OTHOCHTEABHBIX 4aCTOT
¢ 95% aosepurespapiv narepsasom (95% A), cpea-
Hue 3HaveHws, ux omubku u 95% AV, cranaapTHEIE OT-
KAOHEHHSA U3MEPACMBIX IIOKA3ATEACH, 4 TAK/KE MEAUAHBI
U KBAPTHAH AAfl TOKA3ATEACH, BEIDOPOYHOE PaCIIpeAeAe-
HFE BEPOATHOCTH KOTOPHIX CYIIECTBEHHO OTKAOHAAOCH
OT HOPMAaABHOTO, AHOO YKA32HHBIE ITAPAMETPHI OBIAH
boarce mudopMma-
THBHBIMI AAf XaPaK-
TEPHUCTUKHA HCCAE-
AYEMBIX BEAHYMH.
CraTHCTHYECKYIO
3HAYHMOCTD Pa3AHU-
9HA CPEAHUX MEKAY
prHHaMI/I HpOBe—
pPAAH C ITOMOIIBIO
kputepuda CrpiO-
ACHTA, ANOO Helapa- 0
METPHYECKIM KpPHTE-
prem Manma-Yuran,
eCAH BHIOOpPOYHOE
pacmpeAcAcHHUE
CTATHCTHYECKH 3Ha-
YHMO OTKAOHAAOCH
OT HOPMAaABHOTO.

98,7%

27,6%
17,6%

aKylepckue
OC/OXKHEHNA
1 onepaTuBHble
BMellaTeNbCcTBa
Ha maTKe

nHdekunsa

B akywepckuin alyYC

OpMI’MHOHbeIe CTaTbU

B xagectBe meprr adpdekra daxropa prcka Ha Bepost-
HOCTb COOBITHSA B IPYIIIIE HCIIOAB30BAAOCH OTHOIIICHIE
mancos (OIL), AAf KOTOPOTO Takixe pacCUYUTBIBAACA
95% AI. VpoBeHb 3HAYMMOCTH IIPU IIPOBEPKE CTATH-
CTHYECKHX THITOTES, 4 TAKAKE 3HAYIMOCTH 3pdpekTa ObIA
npuaaT pasusM 0,05.

PesyapTaTer

B Tabamme 1 npuseaeHa KAMHHKO-AaOOpaTOpHAn
xapaxTepucruka Bcex marueHTos ¢ al'VC (tada. 1).

CpeAHHIT BO3PACT BCEX MAIMEHTOB HA MOMEHT Ma-
nudecranuu al'VC cocrasua 30,781+10,15 aer, Bos-
pact manuenTtok B rpyme a-al'VC koaebaacs or 18
A0 44 aet, coctaBus B cpearem 29,34£6,63 aer, B rpyrize
manuerTos ¢ Heakyrepckum al'VC (B kotopyro Oeran
BKAIOYCHBI KAK JKCHIINHBL, TaK M MY/KYUHBI), BOIIIAL
ImanueHTsl OoAee craprrero Bospacta (0T 18 Ao 73 aer;
32,59%13,14). Hu y koro u3 marmeHToB 0OenX IpyIII
ne 0b1AO s1mH30A0B TMA B amamuese (B TOM YmcAe
BO BPEMS IIPEABIAYIIIX OEPEMEHHOCTEH y IIOBTOPHO-
poasmux marpeHTok ¢ a-al'VC).

Aomoanureaprsie KAC OBIAX BEIABACHBI § BCEX
maruentok ¢ a-al'VC, npu atom y 75 U3 HuX pasBu-
THIO 3200ACBAHUA IIPEANIECTBOBAAN B PA3SANIHBIX
KOMOMHAIIHAX AKYIIIEPCKIE OCAOKHEHUSA U/ HAH OIle-
PATUBHBIC BMEIIIATEABCTBA HA MATKE, B TOM YHCAE B CO-
geranun ¢ Apyrumn KAC — nadekrmeii (y 21 n3 76,
27,6%), anapeeit (y 8 us 76, 10,5%). Toabko y oaHOI
13 70 IAIIEHTOK TPUITEPOM 3a00AECBAHIA OBIAQ MHOTO-
KpaTHas Anapes 0e3 IPU3HAKOB AKYILIEPCKOI IATOAO-
run. B rpynme meakymepckoro al'VC uaenTHMHIIN-
posats KAC yaaroce ToAbkO y 24 marumenTos u3 85
(28,2%), B TO Bpems kak y 61 (71,8%) u3 mHux Tpur-
repsl 3a00AeBaHuA He OBIAM ycTaHOBAEHHI (puc. 1),
B CBA3HU C YeM HE OBIAM OIIPEACACHBI M TOYHEIC CPOKU
Haudana 3aboAaeBanua. B cpeanem xoangectso KAC,
npearrectsyromux pasputnio al'VC, 6e1A0 3HaYIMO
serre B rpymme ¢ a-al'VC (3,35£1,29 »5 1,00£0,30,
$<0,001).

Heakywepckui alr'yC

71,8%

11,8% 8.8%

5,9% 4,7%
I : : :

Anapea NeKapCTBEHHbIE HensBecTHO

npenaparbl

HeppoTUYECKNii
CUHAPOM

Puc. 1. Tpurrepbl npu akyllepckom v HeakyLlepckom al'yYC

Fig. 1. Triggers in obstetric and non-obstetric aHUS
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OerMHaanue CTaTbH
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Ta6bnuua 1 | Table 1

KﬂMHVIKO-HaGOpaTOpHaﬂ XapaKTepUucTka nayneHTos C alryc, nony4yaBwux ieyeHne npenapatamm 3Kynw3yma6a

Clinical and laboratory characteristics of patients with aHUS treated with Eculizumab

Bce nauvenTh! MauyneHTbI MayneHTbI
(n=161) c akywepckum al'yC c Heakywepckum al'yC p
(n=76) (n=85)

Bo3spact 30,78+10,15 29,34+6,63 32,59+13,14 0,688
Mon

KeHckuin 76 (100) 42 (49)

My>KcKoi 43(51)

N (%) N (%)

TMA B aHamHe3e - - -
KAC

NAeHTNGMLMPOBaHbI 76(100) 24 (28,2)

He BbIABNEHbI 0 61(71,8)
CpepHee uncno KAC 2,46+1,50 3,35+1,29 1,00+0,30 <0,001
MNopaxeHune opraHoB
Moukn:
onn/rax, n (%) 161 (100)/136 (84,5) 76 (100)/66 (86,8) 85 (100)/70 (82,3) 0,987
MeueHb, XKT, n (%) 101 (62,7) 62 (81,6) 39 (45,8) <0,001
Nerkune/VBJT**, n (%) 114 (70,8)/61 (37,8) 57 (75)/41 (53,9) 28(32,9)/20 (23,4) <0,001
LHC, n (%) 76 (47,2) 44 (57,9) 32(37,6) 0,016
Cepaue, n (%) 38(23,6) 20 (26,3) 18(21,2) 0,444
MOH 127 (72) 69 (90,8) 58 (68,2) <0,001
CpepHee Yncno Nopax<eHHbIX OpraHoB 3,21+1,37 3,64+1,16 2,57,00+1,41 <0,001
MokasaTtenb HOpMa Me [Q1; Q3] Me [Q1; Q3]
Cucronunyeckoe ALl, MM pPT.CT. no 130 160,0 [150,0; 180,0] 160,0[150,0; 180,0] 180,0 [150,0; 200,0] 0,007
Ounactonnuyeckoe Al, MM pT.CT. o 80 100,0 [100,0; 100,0] 100,0 [100,0; 100,0] 100,0 [90,0; 110,0] 0,885
[emornobuH, r/n 120-150 67,0 [54,5; 78,0] 62,5 [54,0; 76,0] 71,0 [56,0; 82,0] 0,007
TpombouuTsl, X109 150-350 56,5 [37,0; 98,0] 48,0 [25,0; 73,0] 84,5 [48,0; 140,0] <0,001
[anTorno6uH, r/n 0,59-2,37 0,11 [0,05; 0,34] (n=35) 0,15 [0,05; 0,34] (n=20) 0,10[0,05; 0,7] (n=15) 1,000
LWnsouuTbl <0,5 1,0 [1,0; 2,0] (n=89) 1,0 [1,0; 2,0] (n=45) 2,0[1,0;7,0] (n=44) 0,284
KpeaTnHuH, MKmonb/n 53-92 572,0[359,0; 800,0] 441,0[306,0; 612,0] 758,0 [505,0; 994,5] <0,001
NAr, EQ/n 0-280 1716,0 [764,0; 3062,0] 2487,0 [1355,0; 3900,0] 815,0[570,0; 1556,0] <0,001
ACT, EQ/n 0-40 182,0 [60,0; 328,0] 190,0 [68,0; 344,0] 63,5 [26,0; 209,0] 0,031
ANT, EA/n 0-40 136,0 [41,0; 251,0] 144,0 [48,0; 268,0] 65,0 [26,0; 209,0] 0,141
Brunvpy6uH, mmonb/n 5,0-21,0 20,0[13,0;47,0] 20,0[13,0;47,0] 13,0 [7,8; 23,0] 0,310
[nioko3a, Mmonb/n 3,9-5,9 6,0 [5,5;9,5] 6,5[5,5; 8,0] 6,4(5,5;7,2] 0,909
ADMTS13, % 80-120 64,0 [47,5; 85,0] (n=80) 60,0 [4275,0; 74,0] (n=41) 70,0 [50,0; 96,0] (n=39) 0,091

N (%) N (%)

Tepanua
SKynmsymab 63 (39%) 46 (60,5%) 17 (20%)

[1* — nonyuasLuve neyeHne remoananusom; UBJT** — HyxpgaBLuMeca B UCKYCCTBEHHOW BEHTUAALIMMN IErKNX

V Bcex mammenTok ¢ a-al ' YC oTMedaAcs TOAHBIN

cumirromokomraeke TMA B Buae MAT'A (crrxenme
reMorAoOuHa, mossimenHsiit yposers AAI' B couera-
HOH B In30muTo30M >1% B Maske mepudepraeckoit
KPOBH M HU3KHM TaIITOTAOOMHOM B CAYYA€ HCCAEAO-
BAHHA AAHHBIX IIOKA3aTEAEH), TPOMOOIINTOIIEHNH, I10-
PaKEHHA IOYEK U APYTHX OPraHOB. Y IAIMEHTOB C He-
akyrepckum al'VC moanstit cumirromokommaeke TMA
OBIA BEIABACH TOABKO Y 73 m3 85 (86%), a y 12 (14%)
npusuakn MAI'A i opraHHOro nopaxeHns BEIABAAANCH
B OTCYTCTBHE TPOMOOIINTOIICHNH.
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V manmentok ¢ a-al VC, 1o cpaBHeHnIO ¢ manueH-
tamu ¢ Heakyrepckum al VG, mabaroaaancs 3Ha9nMO
6oaee Boicokne saagennsd AAL (2487,0 [1355,0; 3900,0]
EA/a »s815,0 [570,0; 1556.0] EA/ A, p<0,001) 1 60oace
BoIpakeHHasA TpombonnTorerns (48,0 [25,0; 73,0] Toic.
B MKA 25 84,5 [48,0; 140.0] TeIC. B MKA, <0,001).

[TopaskeHue OYEK BBIABASAOCH § BCEX IIALIUCHTOB
1 OBIAO IIPEACTABACHO OCTPBIM IIOBPEKACHHEM IIOYCK
(OIIII): oanrypueit mAn anypueii ¢ OBICTPO HapacTa-
FOIIHM IIOBBIIIICHUEM YPOBHS KPEATHHIHA CBIBOPOTKH
(CKp), moTpeboBaBIINM HAYaAd ACUCHHA AHAAN3OM
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Puc. 2. Yucno nopaxeHHbIx opraHoB B AebtoTe 6051€3HM Y NALMEHTOB C aKyLLIEPCKUM 1 HeaKyllepckum al'yYC

Fig. 2. The number of affected organs at the onset of the disease in patients with obstetric and non-obstetric aHUS

y 136 m3 161 marmenra (84,5%). I1pn sTom moxasatean
KPEaTHHUHA OBIAH 3HAYHIMO BBIIIIE B IPYIIIIE AITMECHTOB
¢ neakymepckum al'VC (758.0 [505.0; 994.5] mxmoas/ A
vs 441.0 [306.0; 612.0] mxmoab/ A, p<0,001).

B rpymme a-al'VC, moMumMo mopameHus IOYeK,
¥ HOAABASIFOIIIETO OOABIIMHCTBA HAHEeHTOK (69 13 70,
90,8%) HAOAIOAAAOCH TIOPAKEHUE APYIHX AKU3HEHHO
BA/KHBIX OPIAaHOB U CHCTEM C PA3BUTHEM TAKEAOMN I10-
anopraunoii neaocrarounoctu (IIOH). Cpean Bcex
9KCTPAPECHAABHBIX IIPOABACHHI HANOOAEE YACTO pe-
TUCTPHUPOBAANCH TTOpaxkeHue rmevenn (81,6%) (rumep-
TpancaMuHaseMus ¢ mpeodaasanrem mopeiernst ACT,
CBHACTEABCTBYIOIIAA 00 NIIIEMHYECKOM XapaKTepe I1o-
BpeKACHHUA) 1 AerKUX (75%) (OTeK AErKHX, MACCHUBHAA
ABYCTOPOHHSAA NH(DHABTPAIIUA ACTOYHON TKAHH, IIPO-
IPECCHPYIOINAA ABIXATEABHAA HEAOCTATOYHOCTD C II0-
TPEOHOCTBIO B BEHTHAAIIMOHHOM ITOAAEpKe B 53,9%
caygaes). ¥V 57,9% manmeHTOK HAOAIOAAAOCH TTOpaKe-
nne [THC, nmpeacraBaennoe TxeAoit suIedaromna-
THEH, YTHETEHNEM CO3HAHHSA BIIAOTBH AO KOMBI, TEHEPa-
AM3OBAHHBIM CYAOPOKHBIM cHHApOMOM. [lopaxkenue
cepAIia UMEAOCh Vv 26,3%0 JKCHIMUH 1 B OOABIINIHCTBE
CAyYaEB IPOABAAAOCH IIPU3HAKAMH OCTPOH CEPACTHOM
HEAOCTATOYHOCTH C AMAQTAIINEN TIOAOCTEH, CHIZKEHITEM
dpakunu Beropoca o AauusM Dxo-KI' (MuHIMaABHOE
snavenue — 22%).

B rpymme ¢ meakyrepckum al'VC akcrpapenasbHbie
HOpaKeHNA OBIAHM BBHIABACHBI y 58 13 85 manmenTos
(68,2%) 1 IIPEACTABAEHEI IIPEUMYIIECTBEHHO TTOPaKe-
HueM xeayAouHo-kuregnoro Tpaxra (ZKKT) (45,8% —
OCTPEBII AHKPEATHT, OCTPBIH dPO3UBHEII IACTPOAYOAC-
HUT, OCTPBII A3BEHHBIH KOAUT, KEAYAOTHO-KHIIIETHOE
kpoBoTeucHue). [lopakeHne APYTHX OPraHOB BCTpE-
gasoch HeckoAbko pexe (LIHC y 37, 6% marnuenTos,
Aerkux — y 32,9%, cepama — y 21,25% manuenTos),
HO IT0 CBOMM IIPOSABACHIAM HE OTAHYAAOCH OT TAKOBBIX
B rpymre a-al VC.

Oamnaxo B meaom 4acrora passurus [1OH, mo-
paxennsa KKT, [IHC, aerkux B rpyrre marmeHTOB

¢ meakymepckum al'VC ObIra 3HAYNMO HITIKE, YEM
y manuenTok ¢ a-al'VC (1aba. 1). B rpymme meaxy-
mepckoro al'VC npeobaaaaso nopaxenue 1-2-3 op-
ra"oB (20-21-20%, cooTBeTCTBEHHO), B TO BPEMA KaK
B rpymue a-al'VC B ocHOBHOM HaOAIOA2AOCH IIO-
paxenne 3-4-5 (15-31-14%, coorBeTcTBEHHO) KH3-
HEHHO BAKHBIX OpraHoB u cucrem. CpeaHee 9mcAo
HOPAKEHHBIX OPraHOB OBIAO 3HAYMMO BBIIIIE Yy ITAIIH-
entok ¢ a-al'VC (3,64£1,16 »5 2,57,00£1,41, <0,001)
(Tada. 1, puc. 2)

Aeuenne

B AeGrore 3a00aeanud B rpymme a-al'VC Bce ma-
LUCHTKN ITOAYIAAH ACYCHUE CBEKE3AMOPOKEHHOM
IIAa3MO B pesxume Tpancdysuii (34 us 76; 44,7%) nan
maazmoodmena (110) (42 us 76; 55,3%) 6e3 sHawnMOro
adpdexra B orHOIIEHNN BeIpakeHHOCTH MAI'A, TpOM-
GormTorieHnu u opranHoro rnopaxenus. [Tocae mocra-
nosku anarzosa al'VC 46 (60,5%) marmuenTkaM ObiAa
HAYaTA TEPAIHA KOMIIAEMEHT-OAOKHPYIOIINM IIperia-
paTom Dkyansymad. Meanana cpoka HadaAa TEparmu
Dxyausymabom ot aebrora al' VC cocraBuaa 8,5 aneit
(min 1 Aenp; max 4 mec).

B rpymme ¢ meakymepckum al'VC maasmorepa-
U TPOBOAMAACH TOABKO 45 u3 85 (53%) marmenTam
B pexume Tparcdysuit u 20 (23,55%) — B pexume
[1O. 31 manuenty (36,5%) B AebroTe 3aboAeBaHUA
13-32 OIIHOOYHO YCTAHOBACHHOIO AMArHO3a OBICTPO-
IIPOTPECCHPYIIETO TAOMEPYAOHEMPUTA ITPOBOANAACH
HIMMYHOCYIIPECCHBHAS TEPAINA TAFOKOKOPTHKOHAAMUI
u nukaodocdamuaom 6e3 apdexra B oTHOIIICHNN
(PYHKIIMOHAABHBIX ITOYCYHBIX M '€MATOAOTHICCKIX
mokasareAeii. KomaeMeHT-0 AOKIPYIOIIIYIO TEPAIIHIO
aKkyAnsyMabomM moAyduau toabko 17 u3z 85 (20%)
manuenTos. [Ipu 5ToM cpokn Havasa maroreHeTHde-
CKOIl Tepalnu, Kak IPaBHAO, CYIIECTBEHHO 3aITa3AbI-
BAAI: MEAHAHA CPOKA COCTaBHAA 75,5 AHEIH OT AcOroTA
3aboaeBanms (min 3 Heaeaw; max 6 Mec).
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M cxoapr

Cpean nanunentox ¢ a-al'VC Boccranosaenue/
yAydIeHue (YHKIHH 09K OBIAO AOCTUTHYTO y 36
u3 46 (78,3%) KEHIIUH, ACICHHBIX DKYAH3YMAOOM
ny 13 u3 30 (56,6%) manueHToK, IOAYIABIIHX TOABKO
maazmoTepanio (TadA. 2). Beero ymepao 12 manmenrok:
9 — me moAyuasmux DxyAusymad (30%) u tpoe, moay-
YABIITHX ITATOTEHETHYECKYIO Teparnuio (6,5%), 13 xoTo-
PBIX Y OAHOM HAOAFOAAAOCH (DYABMUHATHOE TEUEHUE
3a00AeBaHusA (OT ACOIOTA DOAE3HH AO ACTAABHOIO HC-
XOAQ IIPOIIAO MeHee 24 9acoB), a y 2 MAIINEHTOK OBIA
mosAHui (gepes 23 u 40 ameit ot Acbrora al VC) crapr
KOMITAEMEHT-OAOKupyromeil Teparmu. CpeAHnii cpok
cmepTu o1 AeOroTa boAesrn coctasua 20,73119,24 (ot 1
AO 60) AHET.

B rpynme marnuenTos ¢ meaxymmepcekum al'VC Boc-
CTAHOBACHHE/yAyUIIeHNE (DYHKIIUU IIOYECK HAOAIO-
Arasoch y 9 us 17 (52,9%) manmenToB, MOAYYaBIINX
DkyAnsymad, n y 23 u3 68 mannenrtos (33,8%), He mo-
AYYABIIHX ITATOI€HETHYECKYIO Teparmnio. OcTaAuch
AMAAN3-3aBHCHMBIMU HAH YMEPAU COOTBETCTBEHHO
7 (41,2%) m 1 (5,9%) u3 17, redeHHBIX DKyAH3yMAOOM,
u 36 (52,9%) 1 10 (13,2%) cpean 68 manuenToB, He 1IO-
AyuaBIIIx DKyAnsymad. B aroii rpymme cpok cmepra
(ot mepsoro anm3zopaa TMA) sHaUnTEABHO BAPHUPOBAA —
or 1 mecama Ao 10 aeT, B cpeAHEM IIPUMEPHO COCTABHB
3,2 roaa.

OGcy>xaeHnue

B macroseM mccAGAOBAHHN BIIEPBbBIE IIPOAHAAN-
3MPOBAHBI B CPABHEHHN OCOOEHHOCTH Pa3BHTHA, TEUe-
HuA 1 ncxoAos al'VC BO B3pOCAOI IONYAAITIH Y BBI-
AEACHHBIX B PA3HBIE IPYIIITEI IAIHECHTOB C AKYIIIEPCKUM
u «obmenonyaauoHusMy al VC.

Hecnmotps Ha 1O, 9TO B rpyImy marueHtox ¢ a-al'VvC
BOIIIAH KEHIIIMHBI TOABKO PEIIPOAYKTHBHOTO BO3PAcTa,
2 MAKCHMAABHBIN BO3PACT B IPYIIIE C HEAKYIIEPCKIM
al'VC Opia 73 roaa, B cpeaHeM oOe IPYIIIBl 3HA-
YHMO HE Pa3AMYAAUCDH ITO BO3PACTHBIM ITOKA32TEAAM
(29,34%6,63 »532,59113,14, p=0,688). Msr crierzraAbHO
BKAFOYHAM B TpyIy ¢ Heakyrmepckum al'VC He ToABKO
KEHIIHH, HO U MYKYIHH, 9TOOB IIOAYIHTH OoAce 00B-

H.J1. Kosnosckas, 10.B. Koporuaesa, KA. lembsrosa, E.M. Lndman

CKTHBHYIO KapTHHY TedeHHsA Heakyrrepckoro al'VC
Y B3POCABIX B IIEAOM.

Bce BkArOYEHHBIE B MCCAEAOBAHUE IAIUCHTHI
¢ al'VC 1mpoAeMOHCTpHIPOBAAN PA3BEPHYTYIO KAPTHHY
TMA ¢ nopazeHrneM y OOABIIHHCTBA HE TOABKO ITOYEK,
HO U APYTUX JKU3HCHHO BOKHBIX OpraHoB. OAHAKO cpas-
HHUTEABHBIN AHAANU3 ITAIHEHTOB C AKYIIEPCKUM H He-
axymepcxknym al'VC mokazaA CTATUCTHYCCKH 3HAYHMEIC
PAsAMYNA B TeUCHHN 3a00ACBAHNUA: B TPYIIIIE ITAIIUCHTOK
c 2-al'VC mabAropaarcs GoAee BHIPAKEHHBIE ITPU3HAKH
MHKPOAHIIOIATIYIECKOro reMoAnsa (rrossirenne AAI
24870 [1355,0; 3900,0] 25 815,0 [570,0; 1556,0, p<<0,001])
u Ooaee Hu3Koe IrcA0 TpombomuTos (48,0 [25,0; 73,0]
vs 84,5 [48,0; 140,0], p<0,001). ITpu sTom mokasaresn
CKp OpIAM 3HAYMMO BBIIIE B TPYIIIE HAIIEHTOB C He-
akymepcknm al VC.

MsrI 11oAaraeM, 9TO 9TU PA3AMYUA MOTAH OBITH 00-
YCAOBACHEI PA3AIYIHOH IIPOAOAKUTCABHOCTBIO TCUCHIS
3a00AeBanmsn Ha MOMeHT Amaraoctukn TMA. Tak, cae-
AyeT OTMETHTB, 9TO Bee marmenTku ¢ a-al 'Y C Ha MmomenT
pasBuTus ocTporo armu3oaa TMA HAXOAHAHCH B POAOB-
CIIOMOTATEABHBIX VIPEKACHUAX TIOA HAOATOACHIEM Bpa-
4eit (B TOM YHCAC U AHECTE3HOAOIOB-PEAHUMATOAOLOB,
IIOCKOABKY OOABIIITHCTBO JKCHIIUH UMCAH PA3AHIHbIC
AKYILIEPCKIE OCAOKHEHUS 1/ HAU IIEPEHECAH OIICPATUB-
HBIE POAEL). DTO II03BOAUAO HE3AMEAAUTEABHO BEIABUTD
KAHMHIKO-A20OPATOPHbIE HAPYIIICHNA U CBOCBPEMEHHO
HAYATh CHMIITOMATHYCCKOE ACYCHIC (BKAIOUAS IEMO-
Anaams u maasmoreparnio). Kak caeactsue, y Beex 6e3
HCKAFOUYCHUS MTAIINEHTOK B 9TOH IPYIIIe OBIAKM TOYHO
YCTAHOBACHEI BpeMs HAYAAA 3a00ACBAHIA U B OOABIIINH-
CTBE CAYYaEB B MAKCUMAABHO PAHHIE CPOKH — AHATHO3
TMA (II03AHAS AMATHOCTHKA B OCHOBHOM OCYITIECTBAA-
Aach B 2012-2015 1., KOrAa AAHHAS TTATOAOTHS OBIAA €ITIe
MAAO M3BECTHA BPAUaM).

V OOABIINHCTBA K€ IMAUECHTOB C HEAKYIIECPCKUM
al'VC, marrpotus, Tounble cpoKn AcOrOTA 3a00ACBAHIA
Oeran HemsBecTHBL [pn aTom orcyrcrBue Bepuduim-
POBAHHBIX KOMIIACMEHT-AKTHBUPYIOIINX COCTOAHUI
o4t y 72% manmeHToB HE TO3BOAMAO AAKE PETPO-
CIICKTHBHO IIPCAIIOAOKUTD BpeMs HAYaAd OOAC3HU.
[TockoABKY B OOABIIMHCTBE CAYYAEB IIPUIHHOH 00-
parenns B AeueOHOE VUPEKACHIE OBIAM IIPU3HAKI
ypemun (cAabOCTD, TOIIHOTA, PBOTA, HOBbIIIeHHE AA)

Ta6bnuua 2 | Table 2

Ncxop o6Wmin 1 NOYEUHbBIN Y NAaLMEHTOB C aKyLIEPCKUM 1 HeaKywepckum al'yC

Overall and renal outcome in patients with obstetric and non-obstetric aHUS

Ncxopn Beero, n 3(2&1%?/"1“;2*;- 3(:2222’;2)_
OYHKLWA MOYEK MOMHOCTbI0 BOCCTAaHOBUACh akywepckui al'yC 49 36 (78,3) 13 (43,3)
n=81(50,3%) HeaKyLuepckuit alyYC 32 9(52,9) 23(33,8)
MporpammHbiii [ aKkywepckuia al'yYC 15 7(15,2) 8(26,7)
n=58 (36%) HeakyLwwepckuii alyC 43 7(41,2) 36 (52,9)
Ymepno aKkywepckui al'yC 12 3(6,5) 9(30)
n=22 (13,7%) Heakylepckuit aryC 10 1(59) 9(13,2)

*— yncno naumeHToK ¢ a-alyYC; ** — uncno nauneHToB ¢ Heakylepckum al'yC
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u/uAn OpraHHoH HepocraTounoctu (mopaxkerue LIHC,
/KKT, Aerkux, cepAma), 9TH IAIIHEHTH HCXOAHO He-
PEAKO HADATOAAAHCH C OIIMOOYHEIMU AUATHO3AMH (OBI-
CTPOIIPOIPECCUPYIOIIUI TAOMEPYAOHEPPHT, OCTPHIH
IIAHKPEATHT, A3BEHHBIH KOANT, ITHEBMOHUA, CUCTEMHAA
maroAorus u Ap.). B pesyabrare amarsocruka TMA
CYINECTBEHHO 3AITA3ABIBAAA, H BEPH(PUKAIINA ANATHO34
al'VC mponcxoaraa y 9acTe OOABHEIX TOABKO CITyCTS HE-
CKOABKO MECSIIEB, 2 B PEAKHX CAy4aAx aaike Aet. Kpome
TOTO, B OTAMYME OT maruenTok ¢ a-al'VC, e y Bcex
nanuenTos ¢ Heakyrrepcknm al'VC mvea MecTo moA-
ubIii cumirromokommaeke TMA —y 14% marnmenros ot-
CYTCTBOBAAA TPOMOOIINTOIIEHHS, UTO TAKAE 3ATPYAHAAO
CBOEBPEMEHHYIO AUarHOCTUKy 3aboAesanus [16]. ITo-
BHAMMOMY, IMEHHO ITO3AHEE IIOIIAAAHHE B A€UeOHOE
yapexacHue (yxe ¢ passepHyToit Kapturoi OIIIT) nan
TOCIIUTAAN3AIHA B A€OFOTE 3a00ACBAHISA B HEIIPOPUAB-
HOE OTAEAEHHE U, KAK CACACTBHE, OTCPOUEHHOE HAYAAO
AMAAM3HON TEPAHn OOYCAOBAMBAAO CTATHCTHICCKI
3HAYMMO OOAEE BBICOKHE ITOKA3ATEAH KPEATUHIHA Chi-
BOPOTKH Y ITAIIMEHTOB IPyIITel Heakymepckoro al'yVC
110 CPABHEHUIO C TAKOBBIMU B TpyIie 60AbHbIX 2-al VC,
B KOTOPOH AMAAN3 HAYMHAAN YK€ B ITEPBHIE YACHI Pa3-
surrsa OINIL

B ro xe Bpems, y manuenTok ¢ a-al'VC, momnmo
BBIPAKEHHBIX TEMATOAOTHYECKIX HAPYIIICHNI, HAOAFO-
AaAaCh B DOAeE TAKEAAA TOAMOIPAHHAA HEAOCTATOY-
HOCTB: 110 CPABHEHUIO C HAIMEHTAMI C HEAKYIIEPCKIM
al'VC, y xoropsix mpeobaasaro nopaxkenue 1-3 opra-
HOB, 1pH akyIepckom al'VC B 0CHOBHOM HAOAFOAQAOCH
HopaxeHue 3-5 opraHos (PHCYHOK 2) M CPEAHEE YHCAO
HIOPAKEHHBIX OPTAHOB OBIAO CTATHCTUYIECKH 3HAUNMO
oiire (3,04£1,16 25 2,57,00£1,41, p<0,001). O6pararn
Ha ceOfl BHUMAHHE TaK/AKe OOAEE BBICOKHE TEMIIBI IIPO-
rpeccupoanud 3a00AeBanud mmpu akyrepckom al YC —
B CAyYafxX HEOAATOIPUATHOIO MCXOAA MAKCHMAABHBII
CPOK THOEAN JKEHIIUHEL OT A¢OF0Ta OOAe3HH OBIA 2 Me-
cAna, a %4 manmenTtok (9 u3 12, 75%) ymepan B TegeHue
IIEPBBIX 2 HEACAD.

Takrm 00pa3oM, He BBHI3BIBACT COMHEHNA DOACE BEI-
COKaf KAMHHKO-A2DOPAaTOpHAA AaKTUBHOCTD aKyIIep-
ckoro al'VC, mposBasrortierocs ocrpsiM tedernem TMA
¢ OBICTPBIM, OCOOEHHO B OTCYTCTBUU ITATOIEHETHYE-
CKOTO AEYCHHA, IIPOTPECCHPOBAHIEM AO TEPMHUHAABHOM
noueunoil neaocrarognoctu (TTIH) nan passurnem
AETAABHOI'O HCXOAQ.

Heakymepckomy al VC, 110 AAHHBIM HAIIIETO HCCAC-
AOBAHUS, ITPUCYIIl HECKOABKO MHOH XapakTep TeUeHus
¢ MeHbIel BepaxenHocteio MAI'A u TpombormTo-
IIeHny, a TaKke, y gactu naruentos (14%), ¢ e€ orcyr-
CTBHEM IIPH OOABIIIEH BBIPAKEHHOCTH IIPU3HAKOB I10-
YEUHOM HEAOCTATOYHOCTH. «ATPOMOOIINTOIICHITICCKAD)
TMA, nassiBaemas Takke HertoAHolH TMA, 110 AaHHBIM
anrepatypsl, Berpedaercs v 13-40% 6oapnpx al'VC
[16-17], uTO COIMOCTABIMO C PE3YABTATAMH HAIIIETO FIC-
cAeAOBaHHA. Paree MBI IIPEATTOAOKHIAM, YTO IIPHYHHA
OTCYTCTBHA TPOMOOIUTOIICHHH MOKET 3aKAIOUATCA
B OYATOBOM XapaKTepe TPOMOOOOPAa3OBaHUSA B MUKPO-
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LUPKYAATOPHOM PYCAE IIOYEK, YEr0, BEPOATHO, ITOHA-
YAAY HEAOCTATOYHO AASl PA3BUTHA TPOMOOIINTOIICHIN
OTPpEOACHUSA B CHCTEMHOH nupkyasmun. Ho Bo3mox-
Hasg AAUTEABHOCTD 3TOTO IIPOIIECCA, ITOAACP/KHBACMAA
corictBenHOI al VC akTuBarmeir KOMITAGMEHTA, B KO-
HEYHOM HTOI€ CIIOCOOHA BEI3BATDH IIOCTEIICHHO HAPAC-
TAFOINYIO UIIEMHUIO ITOYEK, YTO OYACT IPOABAATHCA
CHHAPOMOM COCYAHCTOH HeDPOIIATHH — HEYKAOHHBIM,
XOTA U MEAACHHBIM, VXVAIICHHEM (DYHKIIMH ITOYCK
n taxeroit Al', HE3aBHCHMO OT BBHIPAKEHHOCTH IIPO-
teunypuu [18]. Pe3yAbraTsr HACTOAIIEIO HCCACAOBAHIA
AQIOT OCHOBAHIHE IIPEAITOAATATH BO3MOMKHOCTD IIEPCH-
CTUPOBAHISA B TCUCHUEC HEOIPEACACHHOIO BPEMCHI
AOKAABHO IIOYEYHOIO MUKPOTPOMOOOOPA3OBAHISA IIPU
«obrmeronyasinrornrom» al ' VC ¢ mocreneHusIM BOBAC-
YCHHEM B IIPOLIECC HOBBIX KAYOOYKOB U 9KCTPATAOMEPY-
ASIPHBIX COCYAOB, YTO KAMHHYECKI MOZKET IIPOABAATHCA
YMEPEHHO BEIPAKCHHEIMI T€MATOAOTHICCKUMU HAPY-
IICHIAMH UAU UX OTCYTCTBHEM IIPH HOABUBIIIEMCA Ha-
pytrennn dyskimn nodek. M anrmn BosaeiicTBre Tpur-
repa, HHOH pa3 MHHHMAABHOE H IIOTOMY OCTABILICECH
HEPACITO3HAHHBIM, MOKET IIPUBECTU K TCHEPAAU3AIINI
MHKPOAHTHOIATIIECKOTO IIPOIIECCa.

DTO IPEALIOAOKEHIE TIOATBEPKAACTCA TAKIKE ITPEA-
CTABACHHBIMU B AHTEPATYPE AAHHBIMH MOPOAOTHHe-
CKUX HCCACAOBAHUI, OOHAPY/KHBIIIIX B OHOIITATaX OpP-
TAHOB U TKAaHEH (B IIEPBYIO OYEPEAD ITOUEK) IIAI[HCHTOB
¢ al'VC npusnaku He TOABKO OCTPOI, HO M XpOHHUYE-
cxkoit TMA aaxe B ocTpsiil meproA 6oaesuu [19-21].
Takum 0Opa3oM, MBI IIOAATaeM, YTO HAPAAY C OCTPOI
TMA, CHMITTOMOKOMIIACKCOM KOTOPOI MaHH(MECTHPyeT
He TOABKO akyrepcknii al 'V C, HO 1 B OOABIITHHCTBE CAY-
uaep kaaccrmueckui Heakymrepcekuit al'VC, BosamoxHO
CYILECTBOBAHMUE IIEPBUYHO Xporndeckoii TMA, mpore-
KATOIIIEH y 9aCcTH OOABHBIX CYOKAMHIYCCKH, TO €CTh O€3
BBIPAKCHHEIX TEMATOAOTHYCCKUX HAPYILICHII, B IICPBYIO
odepeAb, 6e3 TpombonuroneHnn. Takoii xapakrep Tede-
HUA, 0E3YCAOBHO, 3aTPYAHAET CBOEBPEMEHHYO AHATHO-
CTHKY 3a00AEBAHIA, IIPHBOAUT K OTCPOYCHHOMY HAYAAY
AEYEHHA U B KOHEYHOM HTOIE — K Pa3BHTHIO HEOOPATH-
MOII IIOYEYHOM HEAOCTATOUHOCTH, YTO ITOATBEPIKAAET
AHAAN3 ITOYCIHBIX HCXOAOB AKYIIIEPCKOTO U HEAKYIIIEp-
cxoro al'VC B mamem nccaepopanuu. B caygasx mo-
AOOHOIO TEUCHUS, ITO-BUAUMOMY, KAACCHICCKYIO TPHAAY
TMA, 1103BOASIFOITIYIO, HAKOHELT, BEPUDUIIIPOBATH AHa-
ruo3 al VC, caeAyeT paccMaTpHBATD He KAK OCTPELE IIPO-
ecc, a Kak 00OCTpEHHE XPOHIIECKOIO 3a00ACBAHIA.

OAHaKo, HECMOTPA Ha Pa3ANYNA OCOOEHHOCTEH Te-
YEHUA AKYILIEPCKOIO U HeakyInepckoro al 'V C, ue BbI3H-
BaeT coMHeHNA 9(O(HEKTUBHOCTD KOMIIACMEHT-OAOKIPY-
IOIIEH TEPAINH IIPH ACYCHHN BCex marueHToB ¢ al VC
(HE3aBHCHUMO OT PEIPOAYKTUBHOIO CTATYC4, BO3PACTA
1 110A2). B 0benx rpyIimmax cpeAn marmeHToB, ACICHHBIX
DKyAn3yMaboM, ¥ OOABIIHNHCTBA YAAAOCH AOOUTHCS BBI-
BAOPOBACHHUS € HOPMAAU3ALIUEL/ yAyaIIeHneM (PYHK-
nuu modek. OTCyTCTBHE OTBETA MAM HEIIOAHEIH OTBET
Ha AcdeHre DKYAU3YMaOOM, Kak IIPABHAO, OBIAH O0-
YCAOBAEHO ITO3AHUM HAYAAOM Teparun (BCAEACTBHE
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nosaHer amargoctuka al'VC) — B mammux Ooaee paH-
HHX HCCACAOBAHUAX MBI IIPOAEMOHCTPHPOBAAH, YTO OT-
CPOYEHHBIH CTAPT ITATOrCHETUIECKOM TePAIIHHY (CBBILLIE
3 HeaeAb OT AeOrOTa 3a00ACBAHIS) YMEHBIIIACT IITAHC
Ha BOCCTaHOBAeHHE pyHKIHN 1Tovek rmoutu B 50 pas [14].

3akAroueHue

Hacrosmiee mccaeA0BaHIE IOATBEPAHAO CYIIIE-
CTBOBAHME PA3ANYHI B XapaKTepe TCYCHHA aKyIIep-
ckoro u «o0rmenonyAauoHHoro» al'vVC y B3poCAbIX.
BOAbIIas BEIpaKeHHOCTh TEMATOAOTHYECKUX HAPYIITE-
HUH ¥ IPEUMYIIECTBEHHO CHCTeMHBII xapakrep TMA,
OTpaKkarOIIUH TxkeAoe Tedenue akyrrepckoro al'VC
110 cpaBHEHMIO ¢ Heakyrepcknm al VC, mossoaser pac-
cmarpusate a-al VC kak kaaccuaeckyto ocrpyro TMA,
BO3HUKAIOIIYIO B OTBET HA COBOKYITHOE BO3ACHCTBHE
IPAKTHIECKH OAHOMOMEHTHOTO COYETAHNA HECKOABKIX
TPHUITEPOB, YTO IIPUBOAUT K OYPHOI THIIEPAKTUBAILINN
KOMITAEMEHTA, KOTOPYIO AETKO OAOKHpYET CBOEBpe-
MEHHO Hadarasd IaTOTCHeTHIecKasn Tepanus. B to xe
Bpemd, Ard Heakymnepckoro al'VC ckopee XapakTepHO
pasBuTne neppuaHO-Xponnyeckoit TMA, koropas, mo-
BHAHMOMY, MOKET B PAAE CAY9ACB IIEPCHCTHPOBATD He-
KOTOpPOE BPeMS OECCHMITTOMHO, ITPEKAE IEM Pa3OBBETCA
OCTPBII 2ITH30A 3200AeBaHmA. CBOEBpEMEHHAA AHATHO-
cruka al'VC u pannee HauaA0 KOMIIAEMEHT-OAOKHPY-
Foreit Teparu DKyAn3yMaboM ITO3BOAAIOT HE TOABKO
COXPAHUTD JKH3HD IAIHCHTAM KAK C aKYIICPCKHM, TAaK
u ¢ Heakyrepcknm al VC, HO n AOOHTBCA B 000HX CAY-
YasX IIOAHOH U AAMTEABHOH PEMUCCHI.
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