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Pesrome

PazBurie cuMnroMoKoMIIAeKca TpoMOoTIUecKoii Mukpoauruonarun (TMA) Bo Bpemsa GepeMeHHOCTH
U B IIOCAEPOAOBOM IeproAe TpebyeT nmposescHHE A (DEPEHITNAABHON AMATHOCTUKH MEXKAY KAaCCHYe-
ckumu akymrepckumu TMA (mpesxaamncusa u HELLP-cuaapom), 1 TMA, Aas KOTOPBIX OepeMeHHOCTD
MOYKET CTATh TPUITEPOM (ATHIHYHBINA IeMOAUTHKO-ypemuueckuii cuHApoM (al'YC), TpombGoTrueckas
TpombonuTonennyeckaa nypuypa (TTII), akymepckuii cenicuc ¢ ABC-cuaApomoM 1 karacTpodude-
ckuii anTugochorunmanbiii cuHApoM (KA®C) c mreabro onpeaeseHuA TakTuku AedenusA. Ilokasanuem
AAfL HA3HAYEHUA KOMIIAEMEHT-OAOKUPYIOIIEH TePAINH IPEapaToM DKyAu3yMal ABAAECTCA yCTAHOBACHUE
Anarzo3a al'YC, B 0CHOBE KOTOPOT0 A€JKUAT HEKOHTPOAHPYEMAA AKTUBAIUA AABTEPHATABHOI'O ITyTH KOMIIAE-
meHTa. OAHAKO HAPYIIIEHNE PETYAAIINN CUCTEMBI KOMIIAEMEHTA, MOYKET IIPUHUMATH YIACTHE B IIATOI€HE3E
u Apyrux ¢opm TMA, B nepsyro ouepesb KA®C, B cBA3M ¢ ueM IpUMEHEHHE KOPOTKOTO KypCa ACUEHHA
DKyAn3yMaboM MOYKET IMPUBECTH K OBICTPOMY YAYYIICHHIO COCTOSHUA IAIMEHTOB C pedpaKTepHBIMU
K IPOBOAMMOI1 Tepanmu TMA.
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Hacroamee HabAroAeHIIE AEMOHCTPHpPYET NEepBEIi B Poccuy OIBIT yCIIENTHOTO A€UeHnA KaTacTpodude-
cxoro aaTudocdorunuanoro cuaapoma (KADC), pazpusiierocs mocae poAOpa3peIIeHuA, KOMIIACMEHT-
G6AokupyrouM npenaparom Jxkyansymad. OcobeHHOCTBI0O AAHHOTO HAOAFOA€HHA ABAAECTCA OIUOOYHBIHN
Auarao3 arunuvHoro I'YC, ycraHOBA€HHBIN HA OCHOBAHHU IIOAHOTO cuMIrToMoKomiaekca TMA u mo-
CAY>KHUBIIHI MOKa3aHHEM K Ha3HA4YeHUI0 DKyAu3ymaba, 6e3 COMHEHNsA, CIACIIEro >KU3Hb ITAIlHeHTKH.
ITpuymHOIT AMATHOCTHYIECKOTO 3a0Ay>KAE€HHA CTaAQ HEAOOIIEHKA CBEACHHI 00 OTATOIIIEHHOM aKyIIePCKOM
aHAMHe3e U BBIABACHHBIX Aa00paTopHbIX u3MeHeHUAX. OOCY’KAAeTCA POAD AKTHUBAMH KOMIIAEMEHTA
B natoreHese KA®C, Ha 0CHOBaHUU U€Tr0 ACAAETCA BBIBOA O LIEACCOOOPA3HOCTH IMPUMEHEHUA B IIEPBYEO
ouepeAb KOMIIAEMEHT-OAOKUPYIOIIEH TEPAINU B COUYETAHNHN C aHTHUKOATyAAHTaMu npu aKkymepckom KADC.,

Abstract

The development of thrombotic microangiopathy (TMA) during pregnancy and in postpartum period
requires differential diagnosis between classical obstetric TMA (preeclampsia and HELLP-syndrome)
and TMA, for which pregnancy can become a trigger of atypical hemolytic-uremic syndrome (aHUS),
thrombotic thrombocytopenic purpura (TTP), obstetric sepsis with DIC-syndrome and catastrophic
antiphospholipid syndrome (CAPS) in order to determine treatment strategy. Complement blocking
treatment with eculizumab requires aHUS diagnosis, in the pathogenesis of which the main role is
played by the uncontrolled activation of the alternative complement pathway. Complement dysregulation
occurs in TMAs different from primary aHUS. Short treatment with eculizumab can result in a rapid
improvement of patients with secondary aHUS in whom TMA has persisted and renal function worsened
despite treatment of the TMA-inducing condition.

This observation demonstrates the first experience of successful postpartum catastrophic antiphospholipid
syndrome (CAPS) treatment with complement-blocking drug ekulizumab in Russia. Underestimation of
the importance of detected laboratory changes and information about a burdened obstetric anamnesis
led to the mistaken diagnosis of atypical HUS, which served as the basis for the ekulizumab prescription,
without a doubt, saved the patient's life. The role of the complement activation in the pathogenesis of
CAPS is discussed. A conclusion is made that the use of complement-blocking therapy in combination

with anticoagulants primarily is advised in the obstetric CAPS patients.
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Bseaenue

Axyrepckas TpoMOOTHYECKAS MHKPOAHTHOIIATHA
(TMA) mpeacraBasier cODOIT reTepOreHHYIO IPYIIITY
3200AEBAHUI, BKAIOYAIOINYIO ITATOAOTHUIO KaK He-
IIOCPEACTBEHHO OEpEeMEHHOCTH (LIPEIKAAMIICUA
n HELLP-cunapom), Tak 1 3a00AeBaHuA, AA KOTOPBIX
OEpeMEHHOCTD MOKET CTaTh TpHurrepom. K mocaeanei
IPYIIIIE OTHOCATCS ATUIIHYHBIA T€MOAHTHKO-YPEMITYe-
cxutt cuaapom (al'VC), tpomboTraeckas TpoMbOLIT-
tonenndeckas nyprypa (T'TII), axyrmepcekuit cemcuc
¢ ABC-cunapomonm n katacrpodpuuecknii antudocdo-
antmAset cuaapoM (KADPC), ormcanns KOTOPOTO B aky-
IIIEPCKOIT IpaKTHKe KpaiHe peAxn. Auddepernmarpras
AMArHOCTHKA 3TUX 3aD0AEBAHMI YPE3BBIYAIHO 3aTPYA-
HEHA, IIOCKOABKY BCE OHH HMEIOT CXOAHBIC KAUHITIECKIE
HPOABACHHA: MUKPOAHTHOIATIIECKAS TEMOANTIIECKAS
aHEMHA, TPOMOOITHTOIICHHA, HIIIEMITYECKOE IIOPAKEHIE
’KU3HEHHO-BAKHBIX OPIAHOB, B IIEPBYIO OYEPEAD IIOUCK
u nenrtpaasHoi HeprOU cuctemMsl (LIHC) u racrosorn-
YECKYIO KapTHHY (9HAOTEAHO3 U TpoMOo3sl) [14-106, 20].
Tewm He menee, Bepudnkarua KOHKpeTHOH dpopmbr TMA
ABASETCA 0OAIATEABHOH, IIOCKOABKY ITOAXOABI K FIX A€Ye-
HHUIO pasAHYHEL Tak, kKaaccmdeckue akyrmepckue TMA
(mpeakaavmicus 1 HELLP-cunapom) Tpebyror HezameA-
AUTEABHOTO poaopasperterus. Arummansiii ['VC, B oc-
HOBE KOTOPOTO A€KHT HEKOHTPOAHPYEMAsA aKTHBAIINA
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AABTEPHATUBHOIO IYTH KOMIIAGMEHTA, HYKAACTCH
B ACUYCHHH KOMIIAEMEHT-OAOKUPYIOIIHM IIPEIAPATOM
Oxyansymad. Aaa TTTI, obycaroBaenHOI AedumnTom
ADAMTS-13, matoreHeTHYECKOM Teparuei ABAACTCA
ceezkesamoposkennas maasma (C3IT). A aas Aedgenus
KA®C, ecan oH He aCCONMHPOBAH C CHCTEMHOM Kpac-
Hoit Boadankoit (CKB), pekomenaoBana koMmOnHarms
C3I1, renmapunos (HedpakIIMOHNPOBAHHOTO TeIIAPHHA
— H®I') u muskomonexyaspusix renapuuos — HMI)
U TAFOKOKOPTHKOCTEPOHAOB. OAHAKO B IIOCAEAHHE TOABI
HOSIBUAUCH AAHHBIE O TOM, 9TO pedPaKTepPHBIN K IPO-
Boaumoii Teparn KA®C mozkeT ObITh KyIIHPOBAH IIPH-
meHenneM Dkyansymada [11, 13, 18].

Hacrosmee kanHIYecKOE HADAIOACHIE ACMOHCTPH-
pyer nepsbiii B Poccnu ombIT Aederns DKyAH3yMabom
KA®C, pasBuBIIIerocs B rocAEpPOAOBOM ITEPHOAE H ITPHU-
maroro 3a al'VC.

Hayuenmua 23 aem. B Bospacre 7 AT AnaruocTu-
posan XI'H nedporudeckoro tuia ¢ coxpaHHOH (DyHK-
nueii nouek. [IpoBoaumoe B TeueHune 2 AeT AcUEHHE
IPEAHH30AOHOM B MaKCUMaABHOM A03e 35 mr/c mpu-
BEAO K KYIHPOBAHHIO HEPPOTHIECKOIO CHHAPOMA.
B aAaapHeliIreM, B TOAPOCTKOBOM BO3pACTe U IIPHU IIO-
CACAYIOIIIEM HAOAIOACHUH (B TOM YHCAE BO Bpems Oe-
PEMEHHOCTEN) M3MEHEHHI B AHAAN3AX MOYH HE OBIAO.

[Teppas Gepemennocts B 2015 r. (21 roa) mpore-
KaAd HOPMaABHO — Oe3 mosbitenusa A 1 n3MeHEHHI
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B aHaAu3ax Moun. Cpodnsle poAH Ha 42 HeACAE 3A0PO-
BBIM ITAOAOM Maccoit 3500 r, poct 52 cm.

Bropas 6epemennocts B 2016 r. (22 roaa) 3akoHvm-
AACh BEIKHABIIIEM Ha cpoke 10 HeaeAb.

Tperpa Gepemennocts (Hactosmas) B 2017 r.
A0 35 HeaeAp mporekasa 6e3 0COOEHHOCTEH, H3MEHe-
HHUH B aHAAN3aX MOYH HE OBIAO, (DYHKIIMA mOUYeK, AN
cooTBeTcTBOBaAM cpokam rectarn. C 35 meaean Gepe-
MEHHOCTH Y ITALINEHTKU IOABUAMCH OTCKH HIKHUX
koneynocre, noserenue AA Ao 140/100 mm pr.cr.,
YTO ITOCAYKHAO ITOBOAOM AAfA rocmTasn3annu B Ie-
PHHATAABHBIN HEHTP IO MECTY KHTEAbCTBA. [Ipm 00-
caeaoBannn (24.03.2017 r.) remoraobun (Hb) 118 r/a,
tpombonnTs 263 ThC. B MKA, ¢ubpunoren 3,5 r/a,
KPEATHHIH CBIBOPOTKU 04 MKMOAB/ A, B AHAAN3AX MOYU
BeABACH OeAOK 0,5 /A, VanTsiBas cpok GepeMeHHOCTH,
nosBuBIIHECA IporenHypuio u Al', AmarHocTupoBana
IIPE3KAAMIICHA, HAYaTa TEPAIMA MarHesuen (pacTBop
MgSO, 25% — 30 maA 1o 6 MA/4ac), Aorerarom 250 Mr
2 p/c, amaopumaom 10 mr 2 p/c, B pesyabrare KOTOPOi
AN crabuansuposarocs Ha yposae 110/70 mm pr.cr.

Yepes 4 ans, 28.03.17 r. — Ha cpoke 35-36 HeaeAb
IIPOM3OINAA IIPEKACBPEMEHHAS OTCAONKA IIAQIICHTEH,
PA3BHACH OCTPBIH AHCTPECC CHHAPOM ITAOAQ, B CBA3H
C YEM II0 KH3HEHHBIM IIOKA3aHUAM IIPOBEACHO OIlEpa-
THBHOE poAopaspemienne. PoAmaach AeBoUKa Maccoi
2650, 45 cM (B AAABPHEHITIEM Pa3BUBAAACH HOPMAABHO).
O6wem kposororepu coctaBua 1500 M.

Yepes 2 gaca 1mocAe pOAOPa3pEIIeHus OTMEIEHA
OTPHIIATEABHAS AMHAMIKA AADOPATOPHBIX IIOKA3ATCACH
¢ OBICTPBIM (B T€YEHHE 7 YACOB) IIPOIPECCHPYIOIIUM
cumxennem remoraobuna (Hb — 109-83 r/A), uncaa
TpomOonuTos (161-86 TeIC. B MKA), HApACTAHUEM YHCAQ
AetikorntoB (12,8-35,6 Teic.). buoxumudeckne mokasa-
tean kposu (ACT, AAT, buanpyOus, KpeaTHHUH, TATO-
K032) B TOT MOMEHT OCTaBAAMCh HOPMAABHBIMU.

Cocrosune OOABHOI OBICTPO YXYAIIAAOCH:
B TEUEHHE CYTOK OTMEYEHBI CHIKEHHE AHMype3a
A0 300 mr/c., nossimenne AA Ao 140/100 mm pr.cr.,
HAPACTAHUE KPEATHHHUHA CBIBOPOTKU AO 329 MKMOAB/ A
(mopma A0 110 mxmoan/A), ACT — 188 ea/a (Hopma
0-40), menpsmoro OGmanpybmua — 83 MKMOAB/A
(mopma 5-21 mrmoan/A), AAI" — 2108 ea/A (Hopma
240-480 EA/A), koaryaororudeckue u3MeHeHus (CHU-
enue pudbpunaorena Ao 1,6 v/a npu Hopme 1,8-4,0 1/4).
[Mpoaoamaan cumkarecs Hb (80-76 r/A) u 4umcao
TpoMOOIITOB (51 THIC. B MKA), COXPAHAACA ACHKOIINTO3
(34 tBIC.). VaUTEIBAA OTPUIIATEABHYIO AADOPATOPHYIO
AMHAMIKY C IPH3HAKAME OCTPOTO HOYEYHOTO MOBPEKAL-
uus (OIIT), ABC-cunapoma (rumodubpuHoreHeMus),
MH(MEKITNOHHOTO TOPAKEHUA MATKU (ACHKOIINTO3, IIPH
V3W — cBOOOAHAA KHAKOCTH B OPIOIIHON IOAOCTH,
reMaToOMa IIBOB HA MATKE), BEIIIOAHEHA SKCTPEHHAA pe-
AQITAPOTOMUS, SKCTHPITAIINA MATKHU ITO KH3HEHHBIM I10-
kazanuam. Oobem kposorrorepu 600 MA.

OAHAKO IIOCAE OIIEPAITHH COCTOSHHE IAIMEHTKH
HE YAVUIIIIAOCD, HAIIPOTUB, PA3BHAACH OCTPAsA ABIXATEAD-
Hasfg HEAOCTATOYHOCTD, IToTpeOoBasImas VIBA, anypus
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(amypes 50 ma/cyr), runepruaparars. C 29.03.2017 .
HAYATA 3AMECTHTEABHASA [TOYEUHAA TEPAIHA CCAHCAMH
[IBBI'A®. ITpoBoauaace uudysuonHas, aHTHOAKTEPH-
aAbHAS TEPAITHA, TPAHC(Y3UH SPUTPOIIITAPHON MACCH,
C3I1 (8 Buae tpancdysuii mo 500 ma/cyr). B pesyasrare
IIPOBOAUMOI TEPAIINN OTMEYCHA HEKOTOPAs CTAOHAM-
3amus rematorormueckux rokasareaent (Hb 76-83 r/a,
YHCAO TPOMOOIHTOB 51-00 THIC. B MKA), HOPMAAH3ALIHA
yposus Tpancamunas (ACT 188-39 EA/A). Oanako
cocrosHne DOABHON OCTABAAOCH TSIKCABIM. B Amma-
MUKE TKECTh COCTOSHUSA OIIPEACASAACH BHIPAKCHHBIM
mukpoanruomarudeckum reMoausom (Hb 83 r/a, AAT
2108-3775 EA/A), rpomborronenuneit (51-66 Toic.
B MKA), OINI, myxaarormumcs B mpososxerun 3I1T,
ABIXATE€ABHON HEAOCTATOYHOCTBIO, TPEOYIOIIEI BEHTH-
AAILIMOHHON TIOAACPIKKIL

VunTeiBasg ocTpoe pasBUTHE IIOANOPIaHHON HEAOCTA-
TOYHOCTHU C IIPU3HAKAME MHKPOAHTHOIIATHYECKOIO Ie-
MOAHS32 U TPOMOOIIUTOIICHHEH, OBIAA AMATHOCTHPOBAHA
TMA. C meapro BepuduKannm AHarHosa OBIA HCCAE-
aosar ADAMTS 13, yposers kotoporo cocraBua 42%
(pedepencurie sHaveHns 93-13%), 9TO TO3BOAMAO HC-
karounTs TTTIL Takum obpasom, aarbredinmas Audde-
PEHIIMAABHAS AMATHOCTHKA IIPOBOAHAACH MeKAY al VC,
CEIICHCOM H KatacTpodrrdaecknm aHTu(POCEHOAUITHAHBIM
cuapapomoM (KA®DC). Cercrc OBIA HCKAIOYEH HA OCHO-
BAHHM YMCHBIIICHIA ACHKOIINTO3a IIOCAC SKCTUPITAIIII
MATKH — IIEPBHYHOTO OYara MH(MEKIHH, OTCYTCTBHA
pocra MEKPOGAOPHI B IIOCEBE KpoBU. [Ipu nymmyHOAO-
rugeckom obcaeaoBarnn AH® orp., C3 1,07 r/a (Hopma
0,83-1,93), oAHAKO BBIABACH BOAYAHOYHEIN AHTHKOALY-
AqaT — 1,29 cex. (mopma <1,2) 1 MHUHHMAABHOE CHITAKE-
uue C4 0,14 v/a (mopma 0,15-0,57), koTopsie He TOAY-
YHAN AOAKHOH OIleHKH. Takum oOpasoM, B pe3yAbTaTe
IIPOBEACHHOTO OOCAEAOBAHMA OBIA AUATHOCTHPOBAH
al'VC, 9410 IOCAYKHAO OCHOBAHUEM AAS HA3HAYCHUSA
[IATOTCHETUYICCKOH TePAIInU KOMIIACMEHT-OAOKIPYIO-
IIIAM IIPEHAPATOM DKYAU3YMAD IT0 KI3HEHHBIM II0KA34-
HUAM Ha 3 AeHb OT MaHudecTarmuu 3a00AeBaHuA (B AO3E
900 wmr, 3 baakona) 1 pas B meaearo ¢ 31.03.2017 r.

Vixe meppast uadysus Dxyausymada IIpuBeaa K HOP-
MAAH3AIHN YPOBHA TpoMOOINTOB (66-259 THIC. B MKA),
CHIKECHHIO BBIPAKEHHOCTH MUKPOAHIHOIIATHIECKOTO
remoansa (Hb 83-98 r/a, AAL' 3775-1571 EA/A),
HCYE3HOBEHHUIO ABIXATEABHOW HEAOCTATOYHOCTH.
K xoHIy HHAYKIHOHHOTO Kypca DKyAH3yMada CTOHKO
HOPMAAH30BAAUCH T€MATOAOTHYCCKHIE ITOKA3ATCAR
(Hb 110 r/A), sHaunteapro cHu3HACS ypoBerb AAL
(576 EA/A), BoccTanoBrAach PpyHKIMS ITOYEK (KpeaTH-
uuH 115 MkMoAb/ A), Gbiaa pexparena 3ITT.

Oanaxo 27.04.2017 r. y manuenTK BHE3AIIHO Pas-
BHACA OCTPHII PAeOOTPOMOO3 TAYOOKHX BEH IIPABOM
HITKHE KOHEUHOCTH, TT037K€ IIPHCOEANHHANCD KaAOOBI
HA HApYIICHUE 3peHUs (BBIIAACHUE IIOACH 3PEHHUTA).
K reparmn Brepssie 6s1an Ao0OaBaersr HMI' (kaekcan
0,6 mr/c). B pesyAbraTe IPOAOAKAIOILEIOCS ACUCHHS
Kk cepeanne Masd 2017 1. y HAIIMEHTKH IIOAHOCTBIO HOPMa-
AM30BaAACh (DYHKLUA TOYEK (KpeaTHHUH 96 MKMOAB/ A),
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IeMaTOAOTHYECKHE ITOKA3ATEAH OCTABAAKCE B IIPEACAAX
HOPMBI, TPOMOO3HI HE PEIMAUBIPOBAAT. AAA pereHns
BOIIPOCA O AAABHEHIIIEH TAKTUKE BEACHHUS ITAIIMEHTKA
Opraa Harrpasaena B Kannuxky uv.E.M. Tapeesa. [1pu 06-
caepoBannn B kKauHnKe B uroHe 2017 roaa: Hb 139 1/,
tpomboruTer 240 TeIC. B MKA, AAL 432 EA/A, kpea-
TuauH ceBopoTkr 1,04 mr/aa (Hopma 0,5-1,3 mMr/an),
uaprparms 81 ma/Mun (mpoba Pebepra), pubpuno-
rer 4,4 v/, CITV 0,14 r/c. Ocraapusie AabopatopHbie
IIOKA3aTEAN TAKAKE OBIAH B IIPEACAAX HOPMBL Brrepprie
HCCACAOBAH ITOAHBIHN CHEKTP aHTH(POCHOANIIAHBIX AH-
tuteA (ADA): BBIABACHBI (ITOBTOPHO) IMOAOKATEABHBIH
BOAYAHOYHBIH aHTHKOArYAAHT (1,56 cek), rmoBbiIreHne
YPOBHA aHTHTEA K OeTa-2-rAukonporenny-1 (48,53 orw.
eA./MA mpu Hopme Meree 20), aHTHTEAL K KADAHOANIIN-
nam (AKA) — B HOpM™eE.

[Iprrimas Bo BHIMAHIE OTATOINEHHBIA aKyIIIEPCKAI
aHaMHe3 (BLIKHABIIT Ha cpoke 10 HeAeAb mpu BTOpOH
OepeMEHHOCTN), HAAMYHE BEHO3HOTO TpoM0O03a (haebo-
TPOMOO3), HAPYIIIEHHE 3PEHNUS, KOTOPOE MBI PACCMATPH-
BAEM KaK CACACTBHE aPTEPUAABHBEIX OKKAIO3UH B COCYAAX
IAA3HOIO AHA, HU3KHH ypoBeHb C4 KOMIIOHEHTa KOM-
IIAEMEHTA, TOAOKUTCABHBIN CKPHHUHT HA BOAYAHOY-
HBIIT AHTHKOATYAHT (ABAZKABI C HHTEPBAAOM B 12 HEACAD)
U BBICOKHH TUTP aHTHTEA K OeTa-2-rANKOIpoTenHy-1,
amaraos al'VC Opra mepecmorper. AHArHOCTHPOBAH
neppuyHbil anTH(OChOAHTHAHBI cuApoM (ADC),
B CBA3M € ueM DKyAn3ymad ObiA orvenen. Ceroans, epes
4 MecsAIIa TTOCAE OTMEHBI IIPEIapaTa, COCTOAHNE OOAD-
HOI YAOBACTBOPUTEABHOE, (DYHKITHA IIOYEK COXPAHHA
(xpearunnn 52 MkmoAb/A, CKD 129 mMa/Muw), anemus
1 TPOMOOIIMTOIIEHNA OTCYTCTBYOT. [TarmernTka mpoaoa-
KaeT HAOAFOAATHCA HE(DPOAOTOM.

tO.B. Koporuaesa, H.J1. Kosnosckas, E.M. Wudman, H.3. Kyxyrer, C.H. Kapa-Can, O.b. Oopxak, M.C. bagapusi

OOGcyxaenue

Hacrosmmee HabArOAECHIE AEMOHCTPHPYET IEPBEII
B HAITICH CTPAHE OIIBIT IPIMEHEHHUSA KOMITACMEHT-OAOKH-
pyrornero npemapara JxyAnsyma0 y marmentin ¢ KADC.
Heaoornenka cBeaeHnit 06 OTATOINEHHOM AKYIIIEPCKOM
aHaMHe3e, HAAHYUU BOAYAHOYHOIO aHTHUKOATYASHTA
u camkernn C4 crasa IPUYUHON OIIHMOOYHOTO AHA-
raosa "arnrmansiii ['VC", 910 HOCAYKHAO OCHOBaHHEM
K HE3aMEAAMTEAPHOMY HA3HAYEHHIO KOMIIAEMEHT-OAO-
KHPYIOIIEH Teparnuu, 03 COMHEHHUS, CIACIICH KU3Hb
HAITHEHTKI.

Karacrpodudaecknit antndocOAUITHAHBIN CHH-
APOM — PEAKHI, HO IIOYTU B IIOAOBHHE CAydaeB (a-
taApHBI BapuanT ADC, xapakTepH3yrOIIuiics mopase-
HIIEM HE MEHee 3 OPraHoB € PasBHTHEM IOAHOPTAHHON
HEAOCTATOYHOCTH B TEYEHNE OTHOCHTEABHO KOPOTKOTO
cpoxa (me Ooaee 7 AHeH) y marueHTOB ¢ aHTHdOCHO-
AMITHAHBIME aHTHTEAAMH (AHTUKAPAHOAUIIMHOBBIC
AHTUTEAD M/HMAN aHTUTEAA K B2-TAMKOIPOTEHHY 1-10
tuma — B2-I'TI-1 1/uAn BOAYaHOUHBIN aHTUKOATYASHT),
B OCHOBE KOTOPOTO ACKHT I'€HEPAAN30BAHHASA TPOMOO-
THYECKAA OKKAFO3HA COCYAOB MaAOTro kaAmbpa [7]. Aasa
CBOEBPEMECHHOI AHATHOCTUKH U PAHHEIO HAYAAQ Tepa-
mun B 2002 r OBIAM ITPUHATBI AMATHOCTHYIECKHE KPHTE-
puu KADC (tabaura 1) [8], B cooTBETCTBUU € KOTOPBIMU
HMETOIIHECH Y HAIICH IAIINEHTKH ITPU3HAKA IIO3BOAAIOT
anargoctaposats KADC,

Poap xommaementa B passurun APC crasa usy-
gatbcs ¢ Hagara XXI Bexa [0]. Tak, Munakato et al.
IIPOAECMOHCTPUPOBAAK BBICOKYIO YaCTOTY BBIABACHUSA
KoMITAeMeHT-cBaAsbBaronux AKA y marmenTtos ¢ mep-
BugHbM ([TA®PC) u Bropmuneim ADPC u cBA3L nx

Tabauya 1 | Table 1

Awunarsocruueckue kpurepuu KA®C (mpunarsie Ha 10-m Mesxaynapoasom korrpecce mo A®@C B r. Taopmuna
(Curmans, Mrasus, cenra6pe-oxradps 2002 r.)

Diagnostic critera of catastrophic antiphospholipid syndrome (CAPS) according to the Classification
of 10th International APS congtess in Taormina (Sicily, Italy, 2002)

u/nan aptu-b2-rankonporenny I°

1. KANHIYECKIE TPOABACHUS OKKAFO3HH COCYAOB TPEX HAH OOACE OPraHOB M CHCTEM OPraHOB!

2. PazBrTie KAMHIYECKHX ITPOABACHIE OAHOBPEMEHHO HAH, ITO KPAIHEH Mepe, C ITPOME/KYTKOM He DOACE HEACAH

3. THCTOAOIHYECKOE IIOATBEPKACHIE OKKAFO3UH COCYAOB MEAKOIO KaAHOPA, 110 MEHBILICH Mepe, B OAHOM OpraHe”

4. Ceponornueckoe oATBepiAeHue Haarmans ADA: BOAUAHOUHBII AHTUKOAIYANHT, 1/ HAM AHTHTEAL K AHTHKAPAMOAUIINHY,

Awmarnozy KAD®C (definite CAPS) cooTtBeTcTByeT HAANYHE BCEX YCTHIPEX YKA3AHHBIX KPUTCPHUCB.

som ADC);

HOPAKEHHA, HECMOTPS HA AHTHKOATYASHTHYIO TEPAIIHIO)

Beposrapiit amaraos KAD®C (probable CAPS) MO#&HO 3a110AO3PUTH IIPH OOHAPYKECHUH CACAYIOIINX KOMOUHAIINIT KPHTEPUEB:

— BCEX YETBIPEX KPUTEPHEB C BOBACICHUEM ABYX OPIAHOB HAM CHCTEM OPIaHOB;

— BCEX YCTBIPEX KPHTEPHEB IIPH HEBO3MOKHOCTU A2DOpaTOpHOro moArBepxacans APA 1o ucredeHun 6 HEA. IIOCAC OAYICHHSA
IEPBBIX IIOAOKHTEABHBIX AAOOPATOPHEIX PE3YABTATOB (B CAYYAE PAHHEH CMEPTH IIALEHTA C HEYCTAHOBACHHBIM PAHEE AHATHO-

— kpurepues 1, 2, 4 (ecAU OKKAFO3HIO MEAKHX COCYAOB HEBO3MOKHO IIOATBEPAUTD THCTOAOTHYECKN);
— kpurepues 1, 3, 4 (ecAn TPETHI SIIH30A PA3SBUBACTCA IO3/KE OAHON HEACAH, HO B TEUEHHE IIEPBOTO MECAI[A IIOCAE BTOPHYHOIO

" Auacios mpombosa noveunsex cocydos yemarnasausaiom npu_ysesuderun Yposiua Kpeamunuia 8 co180ponike kposu 6 2 pasa, apmepuaniod
eunepmensuu — Goaee 180/ 110 am pmr.com., npomeurypun — Gosee 500 rz/ cym.

2 Lpu euemonozuueckom ucenedosarn 86LA8.A9em1eA mpoMOO3, XOMIA MONEN! OGHAPYACUBANIEA 1l BACK)AUIN.

? Ecau panee duaznos ADC ne cmasunca, 011 ceposozueckozo nodmeeparcdenus neobxodumo suasaerue ADA, no menvueis ymepe, 6 08y cayua-
AX ¢ Unmepeanom ne Meiee G 1eo. (ie 0673amensio 60 6peMa KAUuNuecKUx npossaenutl) (npu nocaednem nepecvompe xkaaccuguxayuu APC
peKoMendyenea Yeeanuuns uHmEPeas Mexcdy ceposoeuteckiuMy ananusam 00 12 Heo.
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¢ penuauBamu TpoM00308 [22], Ramos-Casals et al. ycra-
HOBHAH, 9TO ¥ O0ABHBIX CKB anrureaa k pocdoanmm-
Aam 1 kauamgeckue mpusHaka AQC garre BEABAAIOTCA
IIPH HAAMYHH THIIOKOMIIAeMeHTeMuH [25]. 3naunrean-
Haf 9aCTOTA ITHIIOKOMIIAeMeHTeMHN § 60AbHBEIX ¢ ADPC-
accoruposanHoil Hedpomartueit mpu [TADPC u BroO-
prunom ADPC 1 pocToBepHO HOACE HU3KUI YPOBEHB
KOMIIACMCHTA § OOABHBIX C BOAYAHOYHBIM HEPPHTOM
(BH) u mupryaupyromuvu APA 1o cpaBHEHUIO € Ta-
KOBBIM y OOABHBIX O3 ADA ObIAE OOHAPYAKEHBI B HIC-
cacposanusax H.A. Kosaosckoit u coasr. [5]. Bercokas
YACTOTA ITNIIOKOMIIAGMEHTEMUH ¥ IIPH3HAKH AKTHBAIIII
KAACCHYECKOTO IIyTH KOMIIACMEHTA OBIAH OTMCYCHEI IIPU
ITA®C Oku et al. [23]. Hopsexckue ygaeHbIe OMHCAAH
camxenne yposHer C3 u C4 KOMITOHEHTOB KOMITAE-
MCEHTA B COYETAHHH CO 3HAYUTEABHBIM ITOBBIIIICHUECM
COAEPKAHISA B CEIBOPOTKE KPOBH MEMOPAHOATAKYIOIIIETO
kommaekca C5b-9 (MAK) y marmentikn ¢ APC u CKB,
YTO MOJKET CBHACTEABCTBOBATH OO AKTHBALIHN HE TOABKO
KAACCHYECKOIO, HO U aABTEPHATHBHOIO ITyTH KOMITAE-
menTa 1pu Bropudrom ADPC [9]. MEOrOKpaTHO HOA-
TBEP/KACHA KaK /1 Vitro, TAK W 71 Viv0 ICCACAOBAHHIAME
POAB AKTHBALIIH CHCTEMBI KOMITACMCHTA B PA3BUTHI HE-
sorHanuBanus oOepemernoctn upu ADPC. Tak, Ha k-
HIEPUMEHTAABHBIX MOAEAAX OEPEMEHHOCTH y MBIIIEH
¢ aHTH(OCHOAUITHAHBIME AHTHTEAAME OBIAO YCTAHOB-
A€HO, YTO ITOCACAHHE AKTUBHPYIOT CUCTEMY KOMITAC-
MEHTA AOKAABHO B ITAarienTe. OOpasyroruecs IIpH 9ToM
anapurotokcusl 1 MAK okaseBaroT OBpeKAaroIee
AGHCTBUE Ha ITAAIIEHTY, 9TO IPHBOAUT K 3aAEPIKKE POCTA
nan rudean mmaoaa [17].

OAHAKO aKTHBAINA CHCTEMBI KOMITAGMEHTA IIPH
A®C mpuBOANT HE TOABKO K ITOTEpe TAOAA. B mccae-
aoBarnu Plerangeli et al. GHIAO YCTAHOBACHO, YTO aKTHB-
mbie komroHenTol komaemenTa C3 n Cba crrocoOHbr
nHAYIHPOBaTh Kak ADA-ormocpeAoBaHHbIH TPOMOO3,
TAaK M aKTHBAIIMIO SHAOTCAUAABHBIX KACTOK, IIPUYEM
MOHOKAOHaAbHBIE aHTH-C5-aHTHTEAR MOTYT H3MEHATH
nporpomborennsie csoicra APA. Dru AaHHbBIE, ITOA-
TBEPIKAAFOIIINE BOBACICHHOCTD AKTHBAIINH KOMITACMEHTA
B passuTHe APA-HHAYIIIPOBAHHBIX TPOMOO30B, ITO3BO-
AFIAHL aBTOPaM IIPEAAOKUTD HOBBIA ITATOTCHETHYICCKII
MexaHu3M Tpomboo0pasosanus nmpu ADPC, 0OycAoBACH-
HBIH aKTHBALKEH KOMITACMEHTA [24].

Dxcrparroanpys o1u AarHbie Ha ADPC B IIEAOM, MOKHO
IIPECAIIOAOKHITD BO3MOMKHOCTD AKTHBAIINY AABTCPHATHB-
Horo mytn u upu KAQC, HezaBrCHMO OT TOTO, Pa3sBHACH
A 9TOT BHA IATOAOTUH IIPH IIEPBUIHOM HAH BTOPHHY-
moMm ADC. D1o mpeAroroKeHHEe OBIAO HEAABHO IIOA-
TBEPIKACHO B HAITIEM HCCACAOBAHHI 110 CPABHUTEABHOMY
AHAAN3Y H3MCHEHHUIH crucTeMel KommaeMenTa mpu KADC
U ATHIIHYHOM I€MOAUTHKO-YPEMHYECKOM CHHAPOME
(al'VC), mpakTiyaeckn IpeACTaBAAIOIIEM COOOI MOAEAD
KoMITAeMeHT-0rocpeaoBarHOl TMA. Pesyaprars uc-
CAEAOBAHHSA IIPOAEMOHCTPHPOBAAH CXOAHBIEC H3MCHEHIS
(haKkTOPOB KOMIIAEMEHTA, PEIYAHPYIOIIUX AKTUBHOCTD
aapreprarusuoro nyru (CFH, CPI) u ycuansaromux ee
(CFB, CFD), mpn o6enx popmax TMA, uT0 1103BOATAO

Habnionens 13 npakmku

BBIABHHYTH KOHIICIIIINIO BO3MOKHOrO passurus KADC
y OOABHBIX, IMEFOIIUX TEHETUUECKUIT A¢PEKT B cucTeMe
KOMITAECMEHTA [2]. DTa KOHIICIIIINSA He IIPOTUBOPEUUT CY-
IIECTBYIOIIUM CErOAH#A ruroresam maroreHesa KAPC
U B IIEPBYIO OYEPEAb COTAACYETCA C TUIIOTE30H 9HAO-
TEAHAABHOTO HOBPEKACHHA, OOBACHAIONICH Pa3sBUTHE
IeHEPAAH30BAHHOIO MUKPOIUPKYASTOPHOIO TPOMOO-
00pa3oBAHUA CHCTEMHON aKTUBAIIMECH SHAOTEANS IIPH
BosaerictBun ADA. BeiaBACHHBIN B NCCACAOBAHUU AC-
ekt peryasropubx 6eaxkos kommaementa mpu KAGC
AQ€T OCHOBAHUSA ODCYKAATH BKAAA B Pa3BUTHC AAHHOM
matororun He ToABKO ADA-, HO 1 KOMITAEMEHT-0ITOC-
PEAOBAHHOTO ITOBPEKACHUA IHAOTEAUAABHBIX KACTOK.
OAHAKO AAfl PA3BHTHSA TEHEPAANZOBAHHOIO TPOMOO-
obpasopanns y marpeHToK ¢ KADC, Kak u y manuenTox
¢ axymepckuM al VC, HeOOXOAUMBI AOIIOAHHTEABHBIC
tpurrepst [4, 10]. Caeayer ormernts, uto arst KAPC
OAHHM W3 HAHOOAEE MOIIHBIX TPHITEPOB ABAAIOTCH
XHPYPIUYECKUE OIEPAILINH, BKAIOYAS TAK HA3BIBACMEIC
"maasie" xupyprugeckne mocobus — DI'AC, buoncuro
rroukn [1, 6]. Harma manmenTka B KOPOTKHH CPOK — BCETO
AHMIIb 3d OAHH CYTKH — IIEPEHECAA 2 OIEPAIIUH: Keca-
pEBO CeUCHIE U SKCTUPIIALIIIO MATKH, KOTOPHIE COIIPO-
BOJKAAAHCH BBIPAKEHHOM KPOBOIIOTEpPEH (CyMMapHO
BoAee ABYX AUTPOB KPOBH), TAKAKE OTHOCAIIEHCS K ITPO-
sorupyromuM daxropam passurist KADGC. Kpome Toro,
y MAIHEHTKH UMEAA MECTO MHQEKIIHA, ABAAIOIIALCS
MOIIHEHIIIIM CTUMYAOM K (DOPMHPOBAHUIO CHCTEM-
HOTO BOCIIAAHTEABHOTO OTBETA, KOTOPHIN IO COBpeE-
MEHHBIM IIPEACTABACHHAM PACCMATPHBAIOT KAK APYTOIH
Beaymuii Mexauusm matoreHesa KADC [12]. Msr mmo-
AATAEM, YTO B AAHHOM CAYYAE AKYIIEPCKIE OCAOKHEHIA
(IIpE3KAAMITCHSA M OTCAONKA IIAAIIEHTEI) MOTAM OBITh KaK
nposasAaeHuAMy, Tak u Tpurrepamu KA®C. Oanako Bee
HIEPEUNCACHHBIE OCAOKHEHHA ABAAIOTCA TAK/KE MOIII-
HBEIMU KOMIIAEMEHT-AKTUBUPYIOIIUMU COCTOSHUAMI,
KOTOPBIC Y HAIICH MAIIMECHTKA PAa3BHAHNCH B KOPOTKHH
IPOMEKYTOK BPEMEHH (B TEICHHUE CYTOK) 1, CACAYH OAHO
32 APYTHM, TAKHM OOPa3OM, CO3AAAH CYMMAIIHOHHBIH
addeKT B OTHOIIEHHH BO3ACHCTBUA HA CHCTEMY KOM-
IIAEMEHTA, ITO, B KOHEYHOM HTOTE, IIPHBEAO K B3PBIBY
KOMIIAEMEHTAPHOM aKTHBHOCTH, KOTOPHII, TI0 aHAAOTHH
¢ "TpomMbOTHYECKIM IITOPMOM" MOKHO OBIAO OBI Ha-
3BaTh "'KOMIIAGMEHTAPHBIM IITOPMOM'. MBI IHOAaraeM,
YTO CTOAB OypHOE Pa3BHTHE ITOAHOPTaHHOW HEAOCTa-
TOYHOCTH (IIPAKTUYECKHU B TEUCHIE OAHUX CYTOK) MOTAO
CTAaTh CACACTBHEM B3AHMOACHCTBUAX ABYX IATOTCHETH-
YECKUX MEXAHH3MOB MUKPOTPOMOOOOpPA3OBAHUSA, YCH-
AMBIITHX APYT APYTa — KOMITAEMEHT-OIIOCPEAOBAHHOTO
n ADA-omocpeaoBanHoOro. B TO e Bpems, AeHicTBIE
KOMIIACMEHT-aKTHBHPYIOIINX (DAKTOPOB OBIAO HEIIPO-
AOAKHTEABHBIM, ITO MOTAOCIOCODCTBOBATHOIPAHIYC-
HHUIO AAABHEHIIIEH akTHBanuukomiaemenTa. Mimenno
II09TOMY Ha3HAYCHIE KOMITACMEHT-OAOKHPYIOIIEH Tepa-
ur DKYAR3yMaOOM OBIAO OIIPABAAHO, IIOCKOABKY AABAAO
BO3MOKHOCTh HEMEAACHHO ITOAABHTH 9Ty AKTHBAIIHIO,
IIPEKPATHB IIPOIIECC ICHEPAAM3OBAHHOIO MUKPOTPOMOO-
obpasopanns. ¥ AeficTBuTEABHO, ViKe mepBad nH YN
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DKyAnsymMada IIpHBEAA K OBICTPOMY ITOAOKHTEABHOMY
OTBETY B BUAC HOPMAAM3AIMH YHCAA TPOMOOIINTOB,
YMEHBIIICHUIO BEIPAKECHHOCTH MUKPOAHIHOIIATHIECKOTO
remoAnsa, kyrposarnio [TOH. Takum obpasom, B AaH-
HOM CAYYa€ AHATHOCTHYECKOE 320AYKACHUE CHIIPAAO
IIOAOKUTEABHYIO POAB: Macka aturmygHoro ['VC, ss-
ASIFOTIIETOCH ADCOAFOTHBIM ITOKA3aHHEM K HA3HAYECHUIO
DkyAnsyma0a, IO3BOAHAA COXPAHUTD JKH3Hb OOABHOIL.
PaccyxAas THIIOTETHYECKH, MOKHO IIPEAITOAOKUTD, ITO
AK€ B CAy9ae CBOEBPEMEHHOH IIOCTAHOBKH AHATHO3a
katacrpouaeckoro AQC u 6e30TAAraTeAPHO HAYATOMH
aAEKBATHOM Teparnu (TeIIapPHHEBL, CBEKE3aAMOPOKEHHAS
IIAA3Ma U TAFOKOKOPTHKOCTEPOUABL) HCXOA AASl POAHAD-
HUIIBI OBIA OB HE CTOAD OAATOIIPHATHBIM.

Panee B AnTeparype onyOAHMKOBAHBI CAYYaH IIPU-
MeHeHuA DkyAansymada y maruertos ¢ KAD®C [19, 20,
27, 28]. Tak, Barratt-Due et al. ommcasn mammenTky
34 aet, crpasaromyro CKB u ADC ¢ BBIKHABIIITAMEI
1 BEHO3HBIMHU TPOMOO3aMHU B aHAMHE3E, Y KOTOPOW HH-
(purpoBaHHasn paHa, OCAOKHEHHAA CTAHAOKOKKOBBIM
CEIICHCOM, CTaAd TPUITEPOM passurus ocrpoil TMA
¢ nporpeccupyroreit [IOH, kotopas 6s1aa yerernso
KyrmposaHa DkyAusymabom [9]. OAHAKO cAydan HCIIOAD-
soBanua JkyAanszymada aas Acderus KADPC B akyrmep-
ckoli mpakTuke HemsecTHbl. Harrre mabaroaeHme ABAA-
€TCS IIEPBBIM OITBITOM TAKOIO POAA. B cBA3M ¢ ycmexom
KOMITAEMEHT-OAOKHPYIOIIEH TEPAITHI B AAHHOM CAYYAe
BO3HHKAET 3aKOHOMEPHBII BOITPOC O IIEAECOOOPA3HOCTH
IIpUMEHEHHA DKyAn3yMa0a BO BCEX CAYYAAX PA3BUTUA
cuaApoma TMA y 6epeMEHHBIX U POAMABHUIL, ECAT aK-
tuBHOCTE ADAMTS 13 Goaee 10% m, cAeAOBATEABHO,
anaraos TTII nexkaroden.

CeroAHf erme HEAOCTATOYHO AAHHBIX, 9TOOBI OTBE-
THTH HA HETO yTBEpAUTEABHO. [Iprmep Hamrell marm-
EHTKU CBUAETEABCTBYET O OE3YCAOBHOH HEOOXOAUMO-
cru mpoBeAcHHsA AH(MD(EPEHIHAAPHON AHATHOCTHKH
mekAy al VC u KAPC mpu 1ocAepoAOBOM CHHAPOME
TMA. Droro e MHEHHA IPUAEPKUBAIOTCA U APyrUe
aBTop [20]. B mpeacTaBAeHHOM HAMU HAOAIOACHHHI
DKyAn3ymad ycmerntHo Kynuposaa rpossaeHus TMA,
9TO, OAHAKO, HE IIPEAOTBPATHAO PA3BHTHSA Y HAIINCHTKA
OCTPOTO BEHO3HOTO TPOMO032, KOTOPBIIA, IT0-BHANMOMY,
OBIA OOYCAOBAEH COXPAHAOIIIMCA TUITEPKOATY AAIINOH-
HBIM cocTofHueM, cBoiicTseHEbM KADC [1, 3]. AHarus
0coOeHHOCTEI TedeHus 3a00AEBAHNSA § IIPEACTABACH-
HOI IAITMEHTKH ITO3BOAAET YTBEPKAATD, YTO OTATOIIICH-
HBII AKYIIIEPCKII aHAMHE3 AQKE B OTCYTCTBHE IIOAHOTO
crrektpa ADA, Kak 9TO IMEAO MECTO B AAHHOM CAY9AE,
AOAKECH HACTOPAKHUBATH B OTHOILECHHIH BO3MOKHOCTH
passutua KADC, Tem GoAee ITO y IIOYTH ¥ ITOAOBHUHBI
OOABHBIX OH MOMKET BO3HHKATH Oe3 mupryastmnn ADA
B anamHese |[1]. MBI moAaraem, 910 IIPU ITOAO3PEHUAN
na akymrepcknit KAQC npumenenne Dkyansymabda
BITOAHE OIIPABAAHO, OCOOCHHO IIPUHIMAA BO BHIMAHHUE
AQHHBIE O POAU AKTHBAIIMH KOMIIACMEHTA B IIATOTCHE3E
MEKPOIIPKYAATOPHOTO TPOMOOOOPA30BAHHA, ACCOIIHN-
posarnOro ¢ AQA. OAHAKO B 9THX CAYYAfX, BEPOATHO,
I[EAECOODPA3HO COYETAHIE KOMITAGMEHT-OAOKHPYFOITIEH
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tO.B. Koporuaesa, H.J1. Kosnosckas, E.M. Wudman, H.3. Kyxyrer, C.H. Kapa-Can, O.b. Oopxak, M.C. bagapusi

U AHTHKOATYAAHTHON Teparuu. V, konedHo, cBoespe-
MEHHAS ITOCTAHOBKA AHMATHO32 U BEACHHE IAIINEHTOK
¢ akymrepckoii TMA — paboTa meAOH KOMAHABI CIICIIH-
AAHCTOB PA3AHYHOTO IIPOMHAA, BKAIOYAA PEAHUMATOAO-
roB, He)POAOTOB, AKYIIIEPOB, PEBMATOAOTIOB, ITEMATOAO-
ros, uadexruonucros 1, 4].

3akAroueHue

BrimensaoxenHoe KAMHHYECKOE HAOAIOAECHUE
IIpEACTAaBASACT COOOH IepBBIH cAyYall 3P eKTUBHOrO
HIPUMEHEHHA KOMIIAEMEHT-OAOKHPYIOIIEH TepPaIrTim
DKyAH3yMaOOM y HMAIUEHTKH C KAaTACTPO(HUICCKUM
ADC, marndeCcTHPOBABIIUM B PAHHEM IIOCACPOAOBOM
HepHOAE reMaToAormuecknmu cumrrromamu TMA u 1o-
axeAolt nporpeccupyrorieii [IOH. Venex reparmm moa-
TBEP/KAAET POAD AKTUBAIINN KOMIIAGMEHTA B IIATOTCHE3E
Mukpoarruonatudeckoro sapuanta ADC, KakuM sABAS-
erca KADC, i 1103BOASIET PEKOMEHAOBATD DKYAH3YMAO
KaK CpeACTBO HCpBOI/I ANHHNU B A€CUYCHUMN pOAI/I/\bHI/IH,
¥ KOTOPBIX MHOKECTBO KOMITACMEHT-AKTHBHPYIOLINX CO-
CTOAHMI, ACHCTBYIOIIUX COAPY/KECTBEHHO, BBI3BIBAIOT
pyAbMHIHAHTHOE TeueHnEe 3a00AEBAHIA, YTPOKAOIIETO
JKUA3HU ITAIIMEHTOK.
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