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Pesrome

Arunuasbii remoanTuko-ypemudeckuii cuaapoM (al'YC) orHocHTCA K rpymiie TPOMOOTHYECKIX MUKPO-
aprmonartuii (TMA) 1 xapaKTepu3yeTcsa TAYKEABIM ITOPAYKEHHEM MIPAKTUYECKH BCEX OPraHOB U CUCTEM
IIPH OTCYTCTBUU crenuguueckoro seueHusa. CBoeBpeMeHHAaA ITOCTAHOBKA AMATHO3a U PAHHEE HAYAAO
KOMITA€MEHT-UHIIOMPYIOIIEl TePAIIMH BO MHOI'OM OIIPEACAAIOT IIPOrHO3 3a00AeBanudA. B npeacraBaen-
HOM KAMHH4YecKOM HabaroaeHun anartao3 al'YC y marmenTku 29 aeT ObIA yCTAaHOBACH CIIyCTA 3 HeEACAH
c MoMeHTA AeOroTa 3a0oaeBanua. boae3ns ManmpecrupoBasa Ha poOHE AAPEN U IPUBEAA K PA3BUTHIO
IPOrpeCCUPYIOLIEH IOYEYHONH HEAOCTATOUYHOCTH C IIOTPEOHOCTHIO B 3aMECTUTEABHOM II0YE€YHOH Tepa-
muu (3I1T). AaGoparopHsie mokasarean, xapakrepubre a1 TMA (remoauruueckas KymGce-serarusuas
aHEMHA C IIU30LHUTO30M, TPOMOOIIUTONEHN, ITOBBIIIIEHNE YPOBHA AAKTATACTHAPOT€HA3bI B CHIBOPOTKE
KpPOBH) B Ae0roTe 3a00A€BaHHUA HE AOCTUTAAVI AMATHOCTUYECKHUX 3HAYECHUMH, YTO OTPE6OBAAO BBIIIOAHE-
HuA He(dpobuoncuu. Mopdoasorud 11oueyHOro GHONTATA COOTBETCTBOBAAA KAPTHUHE TPOMOOTHYIECKOM
muxpoanruonaruu. IIpoBeaeHo A000cAeAOBaHUE, II03BOAMBIIIEE OTBEPIHYTH Bropuunbie popmbr TMA
H TPOMOOTHYECKYIO TPOMOOIITOIIEHIYEeCKy 0 mypiypy. Auarao3 al'YC He BpI3bIBas comMHeHuUH. Ao Ha-
YaAd A€YEHHA IKYAU3yMaOOM C IIEABIO AOCTIDKEHUA U IIOAAEPKAHIA PEMICCHH IIPOBOAUAACH AAUTEABHAA
IAA3MOTEPAIHA B PE)KHMe [TAa3MOOOMEHOB C 3aMEIIICHHEM CBE’KE3aMOPOYKEHHON AOHOPCKOI ITAA3MOIi,
CTOMKO COXPaHAAACH MMOTPEOHOCTH B IIPOBEACHHH Anasn3a. [TanueHTKa MoAyYasa MHOrOKOMIIOHEHTHYO
THIIOTEH3UBHYIO TEPAIIIO, ACUEHUE HU3KOMOAEKYAAPHBIMH relmapuHaMu. B xoAe AedyeHH:A maazmorepa-
IHA OCAO’KHUAACH PA3BUTHEM JKU3HEYTPOIKAFOIINX AAAEPIUUECKUX PEaKINiA, TP€GOBABIINX HA3HAYCHUA
BBICOKUX AO3 TAFOKOKOPTHKOCTEPOHAOB. ITombITKN MpeKpameHnsa 1Aa3M006MeHOB COIPOBOKAAAUCH
pasBurtueM permausos al'YC ¢ mpucoeAMHeHIEM 9KCTPAPEHAABHOI CUMIITOMATHKHY — IIOPA>KEHUEM IeH-
TPAABHOI HEPBHOIl CHCTEMBI B BUAE PA3BUTHA CYAOPO’KHOI'O CHHAPOMA C ITOABACHHEM HIIIEMHYECKUAX
0YaroB B CTPYKTYPax FOAOBHOr0 Mo3ra. Bo3oGHoBAeHME ITAa3MOTEpAIIIH B KOPOTKHE CPOKH 00€CIIEUNBAAO
AOCTIDKEHHE KAMHUKO-Aa00paTOpHOIl peMuccuu 3a00A€BaHUA, B TOM UNCA€ HCUE€3HOBEHHE OUaroB UIIle-
MHH B roA0BHOM Mo3re. [TaazmMo3aBHCHMOCTD ITAIEHTKY IOTPE00BaAa BOCBMUMECAYHOI'O HEIIPEPHIBHOI'O
npebpiBanuA B cranuoHape. CyMMapHO 3a BeCh IEPHOA ACUEHHA IIPOBEAEHO 55 ceaHCOB mAa3MO00MeHa.
Bo3mo>xHOCTE HaUATE TAPTETHOE A€UEHHE TTOABUAACK uepes 13 mec. ot aebroTa al'YC. C MoMeHTa Hauasa
TepaIllH SKyAH3yMaOoOM penHAUBOB 3a00AeBaHNA He 3adukcupoBano. CyIecTBEHHBIM PE3yABTATOM
TePAINU 9KYAU3yMaOOM ABHAOCH YAyUIlleHUEe (DYHKIIMH [TI0YEK, KOTOPOE ITI03BOAUAO IIPEKPATUTH AUAAU3-
HYIO TEPAIINIO, IIPOAOAKABIIYIOCA 0K0AO 2,5 Aet. 3T1T Gbira orMeHeHa cirycTa 15 Mec. mocae nHUNAALIHI
KOMITAEMEHT-0AOKHpYyFoIeli Tepanuu. ONICAHHBII CAy4Yall IIOATBEPKAAET BO3MOXKHOCTD 3(P(PEeKTUBHOIO
HCIIOAB30BAaHUA IKYAH3yMaba Aa>Ke IIPH OTCPOYECHHOM HA3HAUEHUU IIpernapara.

Abstract

Atypical hemolytic-uremic syndrome (aHUS) belongs to a group of thrombotic microangiopathies
(TMA) characterized by profound injury to almost all organs and systems in the absence of specific
treatment. Timely diagnosis and early initiation of complement-inhibiting therapy largely define the
prognosis. In the presented case, aHUS was diagnosed in a 29-old female patient three weeks after the
debut. The disease manifested in the context of diarrhea and resulted in progressive renal failure eventually
requiring renal replacement therapy (RRT). Laboratory findings characteristic of TMA (hemolytic Coombs-
negative anemia with schizocytosis, thrombocytopenia and high serum LDH) did not reach the diagnostic
criteria thus the renal biopsy was required and performed. Biopsy morphology came consistent with TMA.
Additional examination ruled out some secondary forms of TMA and thrombotic-thrombocytopenic
purpura. At that point, aHUS diagnosis was beyond doubt. Therapeutic plasma exchange was initiated
and sustained for the induction and maintenance of remission before eculizumab administration, while
the patient still required dialysis. The patient also received combined antihypertensive therapy and low-
molecular-weight heparin. The plasma exchange course was complicated by life-threatening allergic
reactions to FFD, requiring administration of high-dose glucocorticoids. Attempts at plasma exchange
cessation resulted in aHUS relapse with extrarenal symptoms — convulsions with consistent ischemic
lesions in the brain structures. Plasma exchange resumption resulted in remission shortly after initiation,
including resolution of ischemic brain lesions. PE dependence resulted in 8-month hospital stay, with
55 plasma exchange therapies performed. The opportunity to begin the targeted therapy presented only
13 months after the disease debut. From the time of eculizumab initiation, no relapses were registered.

426 Hedponoruam guanms - T. 23, N2 3 2021



YactuyHoe BOCCTAHOBEHME d)yHKLIMM NoYeK NP1 OTCPO4EHHOM NPUMEHEHUM 3KynM3yMO6Q y BONbHOM C ATURUYHBIM FEMONUTUKO-...

HabnioneHus 13 npakmku

Renal function recovery was noted as a significant therapy achievement, allowing withdrawing the
patient from dialysis, which was required for 2.5 years. RRT was terminated 15 months after eculizumab
initiation. The presented case confirms the efficacy of eculizumab therapy even in the event of delayed

administration.
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Bseaenue

ATHITIYHBIA TeMOANTHKO-YPEMIYECKUH CHHAPOM
(al'YC) — kpaiiHe peAkoe, XPOHIIECKOE KU3HEYTIPOKA-
rorree 3a00A€BaHNE, OTHOCAIIEECA K IPYIIIIE TPOMOO-
trdeckux Mukpoarruonatuii (TMA) [1].

TMA — KATHIKO-MOP(OAOTHIECKUI CHHAPOM I10-
PAKEHHUA COCYAOB MHKPOITHPKYAATOPHOIO PYCAQ, AAS
KOTOPOTO XapakTEPHBEI OCTPOE TMOYETHOE TTOBPEKAE-
HHE, MUKPOAHTHOIIATUYECKAA TEMOAUTHICCKAS AHEMHA
u TpomOoImTOneHuA. AAf TOcTaHOBKH Anarao3a al VC
TpebyeTcs HCKAIOUEHHE APYTHX BapuaHTOB TMA —
STEC-T'VC, 1poMOOTIIECKOH TPOMOOITHTOIIEHITIECKOH
HyPIypPH, AHCCEMIHHPOBAHHOTO BHYTPHCOCYARCTOTO
ceépraBanud u BropudHbix popm TMA. Oxoao 1o-
AoBuHBI mareHToB ¢ al'VC nMEroT HaCAGACTBEHHYIO
1/ MAY IPHOOPETEHHYIO AHOMAAMIO KOMITAEMEHTA, KO-
TOpasA IPUBOAUT K HAPYIIEHHIO PEIYAAIINH AKTHBHOCTI
€ro aABTEPHATUBHOTO IyTH HA MOBEPXHOCTH IHAOTE-
An [2]. 3aboAeBaHmE OPAKAET BCE OPIAHEI M CHCTEMB,
oAHAKO Hamboaee yassumbiMu 11pu al VO aBasroTcs
nouxkn. [Topaxenne nogex npu al'VC, BepostHO, 00-
YCAOBAECHO OCOOEHHOM YyBCTBUTEABHOCTBIO (DEHECTPH-
POBAHHOTO TAOMEPYAAPHOTO IHAOTEAHS K ITTOBPEKAE-
HUIO, OOYCAOBAEHHOMY HAPVIIEHHON peryAdrmeit
KoMmIIaeMeHTa [3].

TpaAunnoHHO CIUTAAOCH, 9TO TareHTs ¢ al'VC
HMEIOT HEOAATOIPHATHEIN IIPOrHO3 BBUAY PA3BUTHA
TEPMHUHAABHOHI CTAAMH ITOYEIHOH HEAOCTATOYHOCTH
Hoace gem B 50% cAygacB U BEICOKOH ACTAABHOCTH
IIPH OTCYTCTBHM PAaHHEH AMATHOCTHKN M crenndu-
gyeckoro aeuenus [4]. CoBpeMeHHBIE TPEACTABACHIA
006 al'VC kak cncreMHOI KOMITAEMEHT-OITOCPEAOBAH-
HOM TMA ITOCAY/KHAH BECKHM apIYMEHTOM B IIOAB3Y
paspabOTKH U IIPUMEHEHHA TEPAIEBTHYECKOI OAO-
KAaABl KOMITAGMEHTA y 9TUX HAIuenTos [5]. B macros-
mee BpemA Teparuell nepsoi aunuu al' VC aBaserca
IIperapar 3KyAH3yMad — I'YMaHU3HPOBAHHOE MOHO-
KAOHaABHOE aHTHTEAO KAacca IgG k C5-kommonenTy
komriaemenTa [6]. Mcrmoabzoanne akyansymada ms-
MEHHAO €CTECTBEHHOE TEYEHUE M HEOAATOIIPHATHEIN
1Iporuo3 onocpeaosanHoro komrraeMmenToM al YC. [pn
3TOM KAMHHIYECKHI OITBIT CIIEIIHAAM3UPOBAHHBIX I1EH-
TPOB ITO3BOASIET OOCYKAATD BO3MOKHOCTH IIEPEXOAL
0T (PUKCHPOBAHHON CXEMBI ACYECHHA K HHAUBHAYAAD-
HOM IIporpamme, 110 KpaiiHel Mepe, AAf OTACABHBIX
HarueHToB [7].

[IpeacTaBAafieMOe HAOAFOACHUE ITOATBEPKAAET BO3-
MOKHOCTD 1 3(O(DEKTHBHOCTD IEPCOHU(MUIIIPOBAHHOLIO
OAXOAA K AedeHmro al VC.

Kannunugeckoe HabAroAeHUE

[Manmentka A., 29 aet, MeAnnMHCKas cecTpa, Oe3
OTATOIIEHHOTO AKYIIEPCKOTO M CEMEHHOTO aHAMHE3A,
canTara cebs 300poBoI A0 Ackabpst 2016 roaa, koraa
ITOCA€ IocereHus kade OBICTPOro IMUTAHISA PA3BHAACH
MHOTOKPATHAA AHAPEA, IPOAOAKABINAAC B TCICHUE
4 AHEI M COIPOBOKAABIIAACA CyO(DEOPHAHTETOM, CAQ-
6ocTpio. Briepsoie B skn3Hu 3a(DHKCUPOBAHO ITOBBIIIIE-
nne AA, makcumaapaO A0 200 1 100 Mum pr.cT.

Ha aorocrmrraAbHOM 2Ta11€ HA3HAYEHA CHMITTOMATH-
YecKas TEPAIINA: TIEPOPAAbHAA PETHAPATAITHA, (DEPMEHT-
HasA Tepanus u suTepocopOenTr. Ha done reuenmsa
OTMEYAAACH TIOAOKUTEABHAA AMHAMUKA B BHAC HOPMa-
AMBAIIAN TEMITEPATYPHI TEAQ, IIPEKPAIIEHIA AHAPEN, OA-
HAKO COXPAHAAACH CTOMKAS apTePHAABHAA THIIEPTEHIHA
U IIporpeccupyroras oo1masn cAadocts. CIycTs HEACAFO
OTMETHAQ YMEHBIIIEHNE KOAMIECTBA BRIACAAEMOI MOYH
A0 400-500 ma B cyrkn. C I1OAO3pEHHEM Ha OCTPOE IO~
YEYHOE ITOBPEKACHHE ITAIMEHTKA OBIAA AOCTABACHA
B IIEHTP II0 ACYEHUIO OOABHBEIX C OCTPOH IOYEYHOI
HEAOCTaTOIHOCTBIO I. HoBOCHOHMpCKa.

[Tpw mocTylA€HHE COCTOSIHUE ITAITMEHTKH PACIie-
HeHO Kak Taxénoe. TamecTs cocToaHmA 00yCAOBACHA
VPEMUYECKON MHTOKCHUKAITUEH M THIIEPTHAPATAIIUCH
Ha ¢done oamrypun. [larmenTka B CO3HAHNM, KOKHBIE
IIOKPOBEI OAGAHEBIE, TEMIIEPATYPA TEAQ HOPMAABHASA, ABI-
XaHHE KECTKOE, HECKOABKO OCAQOAEHO B HIKHHX OTAE-
Aax Aérkmx, YAA 19 B munyTy. 3adpuKcHpOBaHbI BBICO-
kre rimdpper AA — 180 1 110 mm pr.cr., iyabc 99 yaapos
B MUHYTY. TOHBEI CepAIa ACHEIE, PUTM ITPABUABHBIH.
Kupot maArkmit, 6e3dboresuennsiii. Crya odbopmaeH-
HBIH AO 2X pa3 B AeHb. OOBEM CYTOYHOM MOYH — OKOAO
300-400 mA B cyTKHL

[To paHHBIM AADOPATOPHOTO M HHCTPYMEHTAABHOTO
HCCACAOBAHS: aHeMHUsI (TeMOrAOOHH 73 1/ A), HOBBIIICH-
HBIC ITOKa3aTeAn a3oTeMunt (kpearnHus 1338 MxkMOAB/ A,
MOUeBHHA 43 MMOAB/ A), 3HAUNMAS IIPOTCHHYPUS U MH-
kporemarypus (6eAok 5 /A, spurpormtst 70-75 B oae
3penmns). Yposenb AakTataeruaporenassl (AAL) B 910
BpeMs He rccacAoBancs. Pasmepsr mouek o Y3 mop-
MaAbHBIE (1TpaBad mouka 102X56 mv, mapenxnma 15 mm,
Aead — 104X52 My, mapenxuma 16 mMm).

Br1a 3ammoao3pen 6bICTponporpeCCpr}omHﬁ TAOMe-
pyAOHEDPHT, ITO IIOBOAY KOTOPOTO ITPOBEACHA {ITYABC)
TEPAINA METHAIIPEAHH30AOHOM (CyMMapHO 3 T) ¢ I1o-
CACAYIOIIIM IIEPEBOAOM Ha IEPOPAABHEIN IPHEM
npenapaTa B Aoze 48 mr B cyTku. [1o xusHEHHBIM TTOKA-
3aHMAM HHUITMIPOBAHA 3AMECTUTEABHAA ITOYCUHAA TePa-
A METOAOM TeMOAnaAn3a. Hasmadena rumoTensnpras
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Ta6bnuua | Table

[JHamunKa nabopaTopHbIX NoKasaTteneii B npouecce nedeHnsa C3MM

Clinical laboratory tests dynamics in the course of FFP treatment

[aTta nccnegosaHusa

MNMokasaTtenb 10.01.2017 20.01.2017 03.02.2017 10.02.2017 05-31.05.2017
(mo Hauana (e>xepgHeBHbIe (npeKkpaweHne (Bo3o6HoBneHune (MO uepes48-72
neyeHwus) no) no) no) yaca)
[emorno6uH, r/n 72 85 129 78 67
PetukynounTtbl, %o 61,9 35 15 39 15
Tpomb6ouuTsl, X 109/n 109 223 123 170 128
Lnzountsbl, % 3 2,3 0,4 0,1 0
JlaktatgervpporeHasa, Ea/n 488 305 617 255 569
AcnapTatamuHoTpaHcdepasa, Ea/n 34 39 19 32 1182
AnaHnHamuHoTpaHcdepasa, Ea/n 17 21 29 40 815
KpeaTuHUH, MKMOnb/n 563 371 566 375 603
MoueBrHa, MMonb/n 22 10 35 17 31
Peakuna Kymbca, npaman oTpuuaTesnbHasa oTpuuaTenbHasa
MpoTeunHypus, r/n 3,12 2,12 5,6 0,88 0,62
JleikoyuTbl/3pUTPOLMTLI, B 1 MM3 MOUN 750/0 6250/37500 3250/31250
DPUTPOLMTBI/NENKOLUTLI MOYK, B MONE 3peHna 5-8/0-3 10-12/4-5 15-17/8-10 10-16/7-8 7-10/0-3

TEpPAIINs, TePAIIHA HU3KOMOACKYASPHBIMH TCIIAPUHAMH,
IIPOBOAHAHCEH TPAHC(Y3HH IPUTPOIIUTAPHON MACCHL.

Yepes HEACAIO C MOMEHTA TOCITHTAAUBAIIIH B XOAC
TEPAITHMH YMEHBITHAUCh KAUHUYECKUE IIPOSBACHUA
YPEMHYECKONH MHTOKCHUKAITIN, HAMETHAACH TEHACHITHA
K yearrdenuro auypesa (700-800 MA MOYH B CyTKH), OA-
HAKO AMAAN3HASA 3aBICHMOCTb COXPAHAAACH I OTMEYEHO
cHIpKeHHe TpoMGonuTOB KpoBu A0 142X10%/A (B AcHb
ITOCTYIIACHUA KOAUYIECTBO TPOMOOIIHTOB COCTABAAAO
344Xx10%/n).

AAfl yTOYHEHHA ANATHO32 U AAABHEHIIIETO ACYCHIA
10.01.2017 r. martmenTka mepeBeacHa B HeppOAOTTIIE-
crkoe oraererne I'bBY3 «Hosocubupckas obaacTHas
KAHMHIYECKAA OOABHHUIID.

[Ipw mocTynAeHNN — COCTOAHIE CPEAHEN TAKECTH.
Beayrmnm B KAMHIYIECKOH KapTHHE OBIA aHEMUYECKUET
CHHAPOM C ABACHHAMU I€MHUYECKON rumokcum. [la-
LIUEHTKY OECITOKOMAA OOIIas cAAbOCTb, OABIIIKA IIPU
YMEPEHHON HArpyske, yIaleHHOE CEPALCOUCHIE.
Temmeparypa teaa HOpMaAbHaA. Berpamennas 6AeA-
HOCTb KOKHOTO IOKpoBa. COXpaHAAACH apTepUaAb-
mad rureprensud — 160 u 100 M pr.cT., TAaXHKAPAUA
100 ya. B MumyTy. ABIXaHHE B ACIKHX BE3HKYASPHOC,
YAA 19-20 B munyty. [ledens B pasmepax He yBeAH-
gena. Kurmeanoit ancdynknmu zer. O0béM cyTouHOI
moun coctaBasin 0k0A0 800-1000 ma. ITo raboparop-
HBIM AAHHBIM TIOATBEP/KACHA AHEMHA TAKEAOH CTEIICHH,
OOHAPYIKCHBI IITH30IUTO3 H PETUKYAOLIUTO3. HpOBeAeHa
npsamas 1podba Kymbca — pesyAbTar OTpHIIATEABHBIH.
Brrepsbie mccA€AOBAHHEI YPOBEHD AAKTATAETHAPOTE-
HA3BI OKA3aACS MOBBIIICHHBIM (Ta0AnIIa).

C yuérom amapeu B AcOroTe 3a00AeBaHUA, Ha-
ANYIUA KAI/IHI/IKO—A’(160paTOprIX AAaHHBIX, TOBO-
pAImuX 006 OCTPOM IIOYECUHOM IOBPEKACHHH,
KymOc-HeraTuBHOI aHEMHH C PETHKYAOIIMTO30M
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U IMH30IHTO30M, IOBbIIIeHHOTO ypoHA AAL, mpo-
IPECCUPYIOMIEI TPOMOOIINTOIIEHUH OBIAA 3AIIOAO3PEHA
TpoMOOTIYIECKAs MUKpOaHTHOIATHA. [ [poBoAmACH Andh-
epennmanpusiii Amaraos mexAy STEC-I'VC, arurmy-
ueM I'YC, mckArogasach TpomMbOTHYECKAA TPOMOO-
LITOIICHUYECKas mypiypa. [Ipuanmas BO BHUMAHNA
/KEHCKUI ITOA ¥ MOAOAOH BO3PACT MAITHMCHTKH, B ITAAH
A epeHINAAPHOIO AUATHO32 OBIAA BKAIOYCHA CH-
CTeMHAs KpacHasd BOAYAHKA C aHTH(HOCHOANITHAHBIM
CHHAPOMOM.

B cBasu ¢ moaospernem #a TMA 13.01.2017 r. ma-
IIHEHTKE HAYATA IIAA3MOTEPAITHA B PE/KIME C/KEAHEBHBIX
maazmoodmenos (I10) ¢ samerenuem cBexe3aMopo-
ernoit maasmst (C3TT) us pacaéra 40-50 Ma/Kr Maccst
TeAa.

Ha mATeIil ACHb €K€AHEBHOW IAA3MOTEPAIINN Ha-
METHAACH ITOAOKUTEAbHAA AaDOpaTOpHAA AMHAMUKA:
YPOBEHB TPOMOOIINTOB HOPMAAU30BAACH, IIOKA3ATCAL
AAI' CHH3UAUCH, YMEHBIITHAACH BBIPAKCHHOCTD AHEMII
(Tabamra). OcraBasach HOTPEOHOCTD B IIPOBEACHHH Te-
MOAHAAHU32 C YABTPADHABTPALIHCIL.

[TpoBeacHHOE AOODCACAOBAHIE AAAO OTPUIATEAD-
merit moces kaAa Ha STEC-kyaptypy. ANA He 00HApY-
ensl, anTHTeAa K ABycrmpaabnoit AHK 1,08 ME/ma
(mopM™a 0-20), BOAYAaHOUHBII AHTHKOATYASHT M aHTHTEAL
K ocoAnIIIAaM He BBIABACHEL

Ans moaTBepikAeHUA AmarHo3a TMA u moanoro
HCKAIOYCHHSA OBICTPOIIPOIPECCUPYIOIEIO TAOMEPYAO-
medppura 24.01.2017 r. BRIIOAHEHA HedpOOHOIICHA.
B 6uornrrare n3 18 kAyOOYIKOB OAHH IIOAHOCTBIO CKAEPO-
3UPOBaH, B 12 — IPU3HAKI UIIIEMUH B BUAC YMCHBIIICHEA
IIPOCBETA KAITHAAAPHBIX II€TEAb, CMOPIIIHBAHUSA U ABY-
kouTypHOCTH (pHC. 1, 3). B 5 kKAyOOUKaX, yBEAMIEHHBIX
B PasMepax — ME3aHIMOAU3HUC, HEPABHOMEPHOE, BIIAOTD
AO aHEBPU3MATHYECKOTO, PACIIHPEHNE IIPOCBETA TAO-
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Puc. 1. YTonweHne KanunnapHom CTeHKN. B nHTepcTnumm otek,
cnabas paccesHHasa NMMGOMOHOHYKNeapHasa HGUbTPaLUA.
Okpacka PAS-peakuus, x 50

Fig. 1. Capillary wall thickening. Interstitial edema,
weak lymphonuclear infiltration.
Coloring Periodic acid - Schiff (PAS) reaction, x 50

Puc. 2. ®parmeHTbl pas3pyLUeHHbIX SPUTPOLMTOB B UHTIME apTepuii
Manoro Kanmbpa. CTeHKa apTepron HepaBHOMEPHO yToJLLeHa
C cermeHTapHbIM GYOPUHOVAHBIM HEKPO30OM.
OKpacka reMaToKCUIMHOM 1 303MHOM, X 100

Fig. 2. Fragments of destroyed erythrocytes and trombi in intimal
layer of small arteries. Arterial wall with irregular thickening and
segmental fibrinoid necrosis. Hematoxylin-eosin stain, x 100

MEPYAAPHBIX KAITMAAAPOB, COACPAKAIUX 3PUTPOIUTEL,
B TOM YHCAE Pa3PYILCHHEIE, TPOMOBI PA3AIYIHOH IIAOT-
HoctH (puc. 2, 3), AACPHBIN ACTPUT, TIEHUCTHIE KACTKH,
MECTAMH YBEAHYEHO YHCAO HOANHYKAEAPHBIX I MOHO-
HYKACAPHBIX ACHKOIIUTOB; KAIIMAAAPHASA CTCHKA C YIaCT-
KAMH ABYKOHTYPHOCTH W MHOTOKOHTYPHOCTH; YIACTKI
HHTEPIIO3HUIINE ME3AHTHS; IIOAOLIITHL C HAOYXIIEH I1H-
TOITAA3MOII, HEPEAKO COAEpIKAIIEl 903MHO(UABHBIE
pykcmHOMDUABHEIE KAITAH PE30POMPOBAHHOTO DEAKA.
OIHUTEANH H3BUTHIX KAHAABIIEB C HEPABHOMEPHOM 3€p-
HHUCTOW M O4YaroBOi BaKyOABHOII AncTpodmeii; pac-
IIPOCTPAHEHHBIMH OYaraMH OCTPOIO IOBPEKACHUA
C IPU3HAKAMH PEreHEPAIH U IIOCTHEKPOTHIECKON
cuviAnduKanua. ApTEPHOABL H aPTEPUU MAAOTO Ka-
AHOpa C PE3KO CY/KECHHBIM, B 9ACTH U3 HHUX AO IIOYTH
IIOAHOM obAmTeparn (puc. 4), ¢ y9acTKaMH IIPOCBET-
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Puc. 3. MHOTOKOHTYPHOCTb 1 IBYKOHTYPHOCTb KanuaIAPHON CTEHKN
1 aHeBpV3MaTNYeCKoe pacLUpeHmne OTAENbHbIX FTOMePYNAPHbIX
Kanunnapos. OKpacka MmnperHaums cepebpom no [xoHcy, x 200

Fig. 3. Multi contours and double contours
of the capillary wall and aneurysmal widening of capillaries.
Jones silver stain, x 200

Puc. 4. iwemnyeckre n TpoMb6oTUYECKNE N3MEHEHNA KITyOOUKOB.
HepaBHOMepHOe yTosLIeHV e CTEHOK KanuAapHbIX NeTenb.
Okpacka Tprxpomom no Maccony, x 200

Fig. 4. Ischemic and thrombotic alterations in the glomeruli.
Irregular thickening of the capillary loop walls.
Masson's trichrome staining, x 200

AEHHA, COAEP/KAIIIMI XAOIIBEBHAHBIH MaTepHaA, 00-
AOMKH fAACP; 9HAOTeANI Habyx1mit. MimmyHOdAIOOpec-
LIEHTHOE HCCAEAOBAHNE BTOPOTO pparMenTa buomrarta
C MCITOAB30BAHUEM aHTHCHBOPOTOK K IgA, IgM, IgG,
C3, Cl1q, #- u A-aérkum nensam, ¢pubpunoreny/du-
OpuHy BEIABUAO B 5-6 n3 16 KAyOOUKOB, IIpenMyIIICe-
CTBEHHO FOKCTAMEAYASPHBIX, B THIIEPIIAASHPOBAHHBIX
IIOAOLINTAX IpaHyAApHYIO skcrpeccrio IgA, IgG, u- A,
CErMEHTAPHO B KAIIMAAAPHBIX CTCHKAX U B TPOMOax
B IIPOCBETAX 'AOMEPYAAPHBIX KAIIHAASPOB CBEUCHIE
pubpunorena/ pudbpuna. 3axouenue: IpU CBETOOII-
TUYECKOM H HIMMYHO(AIOOPECIICHTHOM HCCACAOBAHII
KAPTHHA TPOMOOTHIECKOH MUKPOAHTHOIIATHH (apTepH-
OAOIIATHSA, TAOMEPYAOIIATHUA, BEIPAKCHHBIC TYOYAOHH-
TEPCTUIINAABHBIEC H3MEHEHHUA C IPU3HAKAME OCTPOTO
KAHAABIIEBOTO TIOBPEKACHHSA).
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Uepes mecdrr oT MoMeHTa 3200pa KpoBH, B (heBpase
2017 r., u3 raboparopun r. MOCKBEL, ITOAY9IEHO 3aKAFO-
uenne 00 akruprocta ADAMTS13 ma yposue 35%, ato
1103BOAMAO OTBeprayTh auaraos TTII. Ha stom srame
amarao3 al ' VC He BBI3BIBAA COMHCHUSA, B CBA3H C UCM
HEMEAACHHO IIOAAHA 3aABKA HA 9KCTPEHHOE oOecIede-
HHE ITAINEHTKH DKyAU3yMaOOM.

Bo spems mecroit nmpomeaypsr 11O ¢ BBeaeHmEM
CBE/KE3AMOPOKEHHON IIAA3MBI, HECMOTPA Ha IIPOAOA-
KAFOIITIIACA IPUEM METUAIIPEAHU3OAOHA, Y ITAIINEHTKI
Pa3sBHACA OPOHXOCIIA3M U F€HEPAAU3OBAHHAS KPAIIHB-
Huna. B cBA3m ¢ TAKEAON aAAEpPIHYECKON peakIuen
U IpUHUMAsA BO BHUMAHHC KAIHHIKO-AADOPATOPHYIO
crabmamsanmro teuenns al YC, 21.01.2017 r. maaszmo-
Teparmsa ObIAd BPEMEHHO IIPEKPAINEHa.

Yepes 2 meaean, 03.02.2017 r., cocrosnme 60AbHOMN
PE3KO YXYAIIHAOCEH. Bo3HuKAA cepus SIUAEIITHYECKHIX
IIPHUCTYIIOB, 2 IT0 AADOPATOPHBIM AAHHBIM HAOAIOAAACH
sHaunTeAbHEIH TpupocT AAL' 1 cHIKeHIE TPOMOOITH-
10B (Tabamnma). [Tpr MCKT roaoBrHoro Mosra BusyaAn-
3uposanbl ymMmepeHHO runoAeHcHsle (21HU) yaactkn He-
IIPaBUABHON (POPMBI C HEUETKUMHU KOHTYPAMH B OEAOM
BEIIECTBE IIPABOI AODHOM AOAHM, 4 TaKKe ITapacarui-
TAABHBIX OTACAAX TEMECHHBIX H 3aTBIAOYHBIX AOACH.
[To aarabpiM MPT roAoBHOTO MO3Ta CHMMETPHYHO
B CYOKOPTHKAABHOM OCAOM BEIIIECTBE C YACTUIHBIM Pac-
IIPOCTPAHEHUEM HA KOPTUKAABHYIO IIAACTUHKY BEPXHHX
AOOHBIX U3BUAMH, IIAPACATUTTAABHBIX OTAEAOB TEMEH-
HBIX U 32TBIAOYHBIX AOACH OIIPEACAAIOTCA MHOIOYHC-
AGHHBIE HEITPABUABHOI (DOPMBI C YETKUME HEPOBHBIMH
KOHTYPaMH HOAHUMOP(QHEIE YIACTKH HICPHUHTCHCHB-
HOTO CHrHAAQ Ha 'T2-B3BEIIICHHBIX H300PAKEHUAX, B Pe-
xume FLAIR, ¢ mpusnakamu orpanmyaenna andpdpysnn
(runepunrencuabie Ha DWI i runounTeHcuBHEIE
na ADC-kaprax).

VauTeBas reHepaAU3aIiiio IIPOIIECCa C IOSBACHUEM
BHEIIOYEYHON CHMIITOMATHKH, IIAA3MOTEpaIns ObIAa
BO30OHOBAEHA ITOA ITPUKPHITHEM BHYTPHBEHHOTO BBEAE-
HUS METHAIIPEAHH30AOHA B A03¢ 125 Mr rmepea KaxAon
mporieayport. Hasmagena nportuBocyAopoKHas Teparms
IIpEIapaTaMU BAABIIPOCBOH KHCAOTEL

IIpm mpoBeAcHUN €KEAHEBHOH ITAA3MOTEPAIINH
CYAOPOZKHBIH CHHAPOM HE PEIHAUBHPOBAA, B TCUCHIE
4-5 ameit HopmasusoBaAcs yposerb AAL u TpomborH-
TOB, YTO IIO3BOAMAO YBEAHIHTH HHTEPBAABI MEKAY CEAH-
CaMH IIAa3MO00MEHOB A0 48-72 uac cycra 1,5 Heaeam.
CocrosHue IaUeHTKA OCTABAAOCh OTHOCUTEABHO CTa-
OUABHBIM B TeueHue TpEx mecsres HadAroAerns. Co-
XPaHAAACH IOTPEOHOCTD B MHOIOKOMIIOHEHTHOH IHU-
ITOTCH3UBHOM TEPAITHH.

B mae 2017 r. ma doHe OCTPOH pecHHpaTOPHOH
BHPYCHON HH(EKINU BHOBb OTMEYCHA OTPHIIATEABHAS
AUHAMUKA B BUAE PEIAMBA CYAOPOKHOIO CHHAPOMA,
nosBAeHUs TpoMOonuronenu, npupocra AAL Brep-
BbIe 3a(PUKCHPOBAHO IIOBBIIIICHUE TIEYE€HOYHBIX TPAHC-
amunas A0 20 Hopm u 6oaee (AAT 704—1182 Ea/a,
ACT 815—1182 Ea/A). KonmnenTparusa BaAbIIPOEBOHR
KICAOTBI B KPOBH OCTABAAACh B ITPEACAAX «TEPATIEBTH-
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YECKOI'O OKHA», MAPKEPBI BUPYCHBIX T€IIATHTOB OKa3a-
AYMICB OTPHUIIATEABHBIMH, T.€. AAHHBIX 32 TOKCHYECKOE,
AEKapPCTBEHHO-MHAYIHPOBAHHOE AN MH(EKIINOHHOE
HOpaKEHHUE [IEYECHU HE IOAYYeHO. BosoOHOBACHNE
CYAOPOKHOTO CHHAPOMA ¥ BHPAK TPAHCAMIHA3 OBIAM
pacIieHeHb! Kak mposaAcHue akTusHOCTH al VC.

[TpoBeaena nuTeHCH(HUKAIIA ITIAA3MOTEPAITHH, YBE-
AMYEHA AO32 BBOAUMOTO METHAIIPEAHU3OAOHA ITEPEA
mporeAypamu. AOCTUTHYT HOAOKUTEABHBIN a(pdeKT:
HOPMaAU30BaAcA yposenb TpomOoruros, AAL, Tparc-
AMIHA3 ¥ ITOCTEITIEHHO KOAMYECTBO IIPOIEAYP YAAAOCH
YMEHBIITHTD AO 2 Pa3 B HEAEAIO.

UYepes 8 mecAnes OT MOMEHTA I'OCHUTAAU3AIN,
B aprycre 2017 r., maasmoreparus IpeKparieHa BBUAY
CTOHKOI KAMHHKO-Aa00paTOpHOIi pemuccur. B obrreit
CAOKHOCTH 32 TIEPHOA CTAIIMOHAPHOTO ACYCHHUSA TTAITH-
EHTKE IIPOBEACHO 55 ceancos maasmoodoMena. OAHAKO
HAIIMEHTKA OCTaBAAACh AHAAM3-3aBUCHMOM, B CBA3H
C YEM ITPOAOAKEHO AMOYAATOPHOE ACICHIE IIPOTPAMM-
HBEIM TEMOAMAAU3OM C PEKOMEHAAITHCI ITOAHOI OTMEHEL
METHATIPEAHH30AOHA.

12.02.2018 r., uepes 13 MecsreB ¢ MOMEHTA Bepu-
(pukanum AMArHO3a, IMOCAE BAKIIMHAIINM OT MEHHH-
TOKOKKOBOI MH(EKIINH HAYATA TEPAIINA SKYAUIYMA-
OOM IO CTAaHAAPTHOMY ITPOTOKOAY. Ipn mpoBeaerHmm
TEPAINH 3KyAU3YMaOOM IeMOTAOOMH B AHMAIIa30HE
96-120 r/ A, TpomGormTer He Menee 180X10%/ A, mmso-
st 3%, AAL se 6oaee 250 Ea/a, AAT, ACT B npe-
A€AAX HOPMEI, YPOBCHDb KPEATHHHHA HAYAA 3HAYNMO
CHIKATBCA (puC. 5).

C asrycra 2018 r., Ipy CHIKCHHH KpeaTHHHHA
KpoBHU AO 339 MKMOAD/ A, HAYATA ITOCTEIICHHAS OTMEHA
3IIT (wactora IPOLEAYP FeMOAMAAN3A OBIAA COKpPAITIEHA
AO 2 pasa B HEACAIO 110 4 gaca u 6e3 yabTpadpuAbTpa-
un). YAuTeiBas AAMTCABHO CTAOMABHEIC IIOKA3ATCAN
AMYpE3a M a30TOBEIACAHTEABHOH (DYHKIIMH IIOYEK,
B arrpeae 2019 1., gepes 2,5 roaa oT HadaAa IPOIEAYP
reMOAMAaAm3a U depes3 14 Mec. OT HAYaAd ACUEHUS IKY-
AM3yMaOOM, IIPHHATO PEIIEHUE O 3aBEPIICHUH 3aMe-
CTUTEABHON IovYeuHOM Tepanun. CACAYeT IIPU3HATb,
9ITO BO3MOKHOCTBH ODCYHKAATH OTMEHY I'€MOAMAAM3A
HOABUAACDH paHblle, B ceHTAOpe-okTaope 2018 1., 0A-
HAKO HEAOCTATOYHBIN AUCIIAHCEPHEII KOHTPOAD, B TOM
YHCAE U3-32 BO3OOHOBACHUSA ITAITMEHTKOM TPYAOBOM Ae-
ATEABHOCTH, HE ITO3BOAHA 3TOTO CACAATH B YKA3aHHBIC
CPOKH.

B mae 2019 r. mpoBeacHO KOHTPOABHOE OOCACAO-
BAHHU ITAIINEHTKU B YCAOBUAX HEPPOAOIHUECKOTO OT-
Aeaerns O0AacTHOI GoapHuUIBL AabopaTOpHON ak-
tusHOCTH al VC Her. OOBEM MOUH 34 CYTKM HE MCHEE
1,5-2 AnTpOB, CKOPOCTH KAYDOUKOBON (DHUABTpAITHH
o ¢popmyae CKD-EPI cocrasuaa 38 ma/mnr/1,73 M2,
oAHako 1o Y3M oTMedeHo yMeHbIIIEHHE Pa3sMepoB
mouek (mpasas mouka 90X35 mm, mapenxuma 13 mu;
Aepast mouka 90X33 mm, mapenxuma 13 mm).

3a BpeMs ITOCAEAYIOIIETO aMOYAATOPHOTO HAOAFO-
ACHHSA COCTOSHUE IAITHEHTKHI OCTABAAOCH CTAOHABHBIM.
Cyrounsrii anypes Ao 2000 ma. Vposers AAI He mpe-
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Puc. 5. InHamrKa KpeaTHMHA CbIBOPOTKM KPOBW B XOAE NeYeHuns

Fig. 5. Serum creatinine dynamics in course of treatment

Boimas 200 Ea/A, tparncamunassr 8 Hopme. Tpombo-
IUITOIICHNA, aHEMHA OTCYTCTBOBAaAM. [IpH mccaeaoBa-
uun B Mapre 2021 r. kpearuans kpoBu 156 MKMOAB/A.
KonTtpoaproe MPT roA0OBHOTO MO3ra IIaTOAOIHYECKUX
n3menenuit MP-curaasa B BerecTse rOAOBHOIO MO3Ia
He BpIABUAO. HecmoTps Ha peMuccuro 3a00AeBaHUA,
yAydrteHne (yHKIII IIOYEK, COXPAHACTCA ITOTPEOHOCTD
B IIPOBEACHUU 4-X KOMIIOHEHTHOH IUIIOTCH3UBHOM Te-
parmu (B cxeMy AOO2BACH OAOKATOP aHTHOTEH3MHOBBIX
pererrropos). Tepanusa sxyAnsymabom B HaCTOAIIME
moMmeHT (arrpeab 2021 r.) mpoaoAKaeTcs.

OOGcyxaeHue

Arnnmansiit I'VC — opdannoe 3aboaesanne, 3a-
b6oaeBaeMOCTh KOTOPBIM cocTaBafeT 0,5 caydaes
na 100000 maceaenus, a pacCIpOCTPAHEHHOCTD 2-5 CAY-
gyaeB Ha | MHAAMOH HaceAeHns. B macrosmee Bpemsa
TouHble AuarHocrudeckue kpurepuu al'VC ocrarores
CHOPHBIMI/I, HOCKOAEKY HCT HAACKHDBIX 6I/IOAOI‘I/ILICCKI/IX
MapKEpPOB, MO3BOAAFOIIUX OBICTPO U TOYHO ITOCTABUTDH
anaruos [8]. Tem He MeHee, B MEPOBOI IIPAKTHKE Ha-
KOIIAGH OIPEACAEHHBII OITBIT AHATHOCTUKI M ACYCHHA
al'VC, orpaxaroruii 0cOOCHHOCTH TeYCHHA 3a00AEBa-
HUA, KOTOPbIE MBI HADAFOAAAM U Y HAINEH IaITHEHTKH
[9].

3aboAeBaHmEe 3aKOHOMEPHO MaHH(ECTHPOBAAO
PA3BUTHEM OCTPOTIO ITOUEUHOTO ITOBPEKACHNUA, 4 TPHI-
repHbIM (PAKTOPOM ITATOAOTHYECKOTO IIPOIlecca, Be-
pOATHO, OBIAA AnApes, KOTOpasA BCTpedaeTcs B AcOrOTE
al'VC u tpomMOoTHYIECKOR TPOMOOIUTOIICHIYECKON
uypuypsl y tpetu 00oAbHBIX. Cunraercd, 4To nHdeEK-
IINOHHBIE aT€HTHI, BBI3BIBAIOIIIE AHAPEIO, ABAAIOTCA
OAHUM U3 MOIIHBIX aKTHBATOPOB AABTCPHATUBHOIO
nytu Komaementa [10]. Amarnocruyaeckne kpurepum,

xapakrepaeie Aa1 TMA, B AeOroTe 3a00AeBaHuA OBIAT
BBIPAKEHBI HE OTIeTAHBO. OTCYTCTBOBAAN, KAK MUHH-
MyM AByKpaTHOe, rossitieane AAL ymenbItrenue drcaa
TpoMbonnTOB Ha 25%, musonuTos B nepudepmye-
ckoit kposH [11]. [ToaToMy AASl TOATBEPKACHISA ANA-
rao3a TMA, nckarodenus OBICTPOIPOrPECCHPYIOIIEro
raoMepyAoHedpuTa MOTPeOOBAAOCH BEIIIOAHEHHUE He-
ppobuoricHu, AAHHbIE KOTOPOI MOATBEPAUAH HAAMYIE
TpoMOOTHUECKOH Mukpoanruomartun. [IposeaeHHOE
AOODCACAOBAHIE TTO3BOAHAO OTBEPIHYTh BTOPHIHBIH
XapakTep 3a00AEBAHHA.

EAMHCTBEHHO BO3MOKHBIM METOAOM KOHTPOAS 32-
GoAeBanuA y HADAIOAABIIIEHCA DOABHOM AAHTEABHOE
BpeMsA OBIAO IIPOBEACHHE ITAA3MOOOMEHOB C BBEAC-
mnem C3I1 aoropos [12]. Ipu 1O u3 nupkyadrnnn
VAAAAIOTCA H3MEHEHHBIE SHAOICHHBIEC HHIUOHTOPHI
KOMIIAEMEHTA, BO3MOKHO ITHPKYAHPYIOIIUX aHTH-
tea K daxropy. Aoropckas C3I1 coaepxur dynxmn-
OHAABHO AKTHUBHBIE PErYAATOPHBIC OCAKHM CHCTEMBI
KOMITAEMEHTa, IIpexAe Beero daktopos H n 1, a raxixe
€CTECTBEHHBIC KOMIIOHEHTHI C IIPOTEOAUTHYECKON aK-
TUBHOCTBIO B OTHOITIEHHHN CBEPXKPYITHBIX MyABTHMEPOB
daxropa BuareOpanaa, aHTHKOATYASHTOB H KOMIIOHCH-
TOB cucremsl gpubpunoansa [3]. Heemorpsa na rse-
ABIC AAACPTUYCCKIE PEAKIINH TIOCAE BBEACHIS ITAA3MEI,
ObIA2 HEOOXOAUMOCTD IIPOAOAKHTD IIAA3MOOOMEHEL IIOA
IIPUKPBITHEM OOABIITHX AO3 TAFOKOKOPTHKOCTEPOHAOB,
IIOCKOABKY ITOIBITKH IIPEKPATHTD IIAA3MOTEPAIIHIO CO-
IIPOBOKAAAKCH CITOHTAHHBIM HAH HHAYIIHPOBAHHBIM
pectimparopuoii nadeknneii permansom al VC. I1aasz-
MO32BHCHMOCTD — OAHA U3 OCOOECHHOCTEH IIPEACTABASA-
€MOTO HaOAFOACHUSL.

Kammrrgeckoe tedenne al'VC 0CAOKHIAOCH TeHEPa-
AM3AIMeil MUKPOAHTHONIATHYECKOTO IIPOIECCA C BOBAE-
YCHHIEM IICHTPAABHON HEPBHOMI CHCTEMEL, ITOPAKEHIC
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KOTOPOH OTHOCHTCA K HAHOOACE YACTBIM BHEIIOYCIHBIM
npossaernem 6oaesan (10-48% cayuaes). ITo muemnmro
CIIEIINAAMCTOB, KAMHIYECKNE IIPU3HAKU, B TOM YHCAE
CYAOPOKHBIH CHHAPOM, CXOAHBI C OCAOKHCHIAMH ap-
TEPHAABHON TMIIEPTEH3NN U CTEHOOKKAFO3MOHHBIMU
3200ACBAHUAMUI, HCKAIOYHTH KOTOPBIE MOMKHO C IIO-
MOIIIBIO BU3YAAH3HUPYIOIINX METOAOB. Kommbrotepras
1 MATHHTHO-PE30OHAHCHAA TOMOIPA(DHA MO3Ia BHIABASCT
CUMMETPUYHBIE U ABYyCTOPOHHUE ITOPAKEHHA B 0432AB-
HEIX TAHTAHAX, CTBOAC MO3Ta U IAYOOKOM OeAOM Be-
ITECTBE, HANDOAEE YACTO BCTPEUAIOIINECH ¥ OOABHBIX
cal'VC [13].

HecmoTps Ha OAYYEHHYIO CTAOMAHM3AIIHIO CO-
CTOAHHUSA TAITMEHTKH C TEMATOAOTHICCKON PEMHICCHEN,
OTCYTCTBHEM ITOBTOPHBIX SIIH30AOB 9KCTPAPEHAABHOM
CHMIITOMATHKH, IIPU COXPAHHOM AHYPE3E OCTABAAACH
IIOTPEOHOCTD B IPOBEACHUH 3aMECTHTEABHOM IIOYCY-
HOH Tepanun. BaxHO OTMETHTD, HCXOA B XPOHHYECKYIO
OOAE3HD ITOYEK B AAHHOM CAydYae OBIA IIPOTHO3UpYe-
MeiM. M. Jamme u coast. [14] Ha ocHOBE MHOrOMEpPHOMN
MOAEAH OIICHHUAU AaHHBIE 156 B3POCABIX IIAIIMEHTOB
¢ amarao3oM al'VC, IoAy4uaBIIHX IAA3MOTEPAITHIO
1 BRIACAUAH TSZKECTD IIOYEUHOMN AMC(YHKITHH, BEICOKOE
KPOBSIHOE AaBACHHE U DOAee BEICOKUH YPOBEHD TPOM-
OOIMTOB HA MOMEHT AMATHOCTHUKH B KAYECTBE IIPEAH-
KTOPOB HeOAAronpuATHOrO rouevnoro ncxoaa al'vVe.
Takum o6pasom, B Aebrore al'VC y nHameir 60ApHOI
C IIA23MO32BHCHMOCTBIO IIPUCYTCTBOBAAH BCE IIEpe-
YHCACHHBIE (DAKTOPHI HEOAATOIIPUATHOTO IIOYCIHOTO
IIPOTHO3A.

M3zsecTHO, 9TO IIPUMEHEHNE 3KYAH3yMaOa IIPHBO-
AnT K obparHoMmy pasButuio TMA ¢ BO3MOKHOCTBIO
IIPEKPAINEHNA AUAAN32 B OCTPOM IteproAe [6]. B moaa-
BASIFOITIEM OOABIIIIHCTBE CAYYACB AHIID PAHHEE HAYAAO
TEPAINHU TTO3BOASET N30EkKATh HE TOABKO I€HEPAAN3a-
LIUH MHKPOAHTHOIIATHYECKOTO IPOIECCA, HO H IIPEAOT-
BPATHTb HEOOPATHMBIE ITOCACACTBISA ITOPAKEHISA IIOUCK
[15].

B 1o 2xe Bpems, HAKOIIACHHBIN OITBIT HE HCKAIOYAET
BAHAHHA 9KYAH3yMaOa Ha Xpouudeckoe tedenne al'VC
C MEAAEHHO IIPOIPECCUPYIOIIEH ITOUEUHON HEAOCTa-
TOYHOCTBIO, PE3NCTEHTHON K TEPAIIMH apTePHAABHOMN
TUIIEPTEH3NEH B OTCYTCTBHE I€MATOAOTHYECKUX ITPH-
3HAKOB 3a00AeBaHuA Ha mporsikeHun 9 aer [10]. Ana-
AHBHPYS CAY4ail, ABTOPEI OOOCHOBBIBAIOT CYOKANHITYC-
ckoe Teuenue al 'V C 09aroBbiM, MO3AIYHBIM XaPAKTEPOM
MUKPOTPOMOOOOPA3OBAHUSA B COCYAHCTOM PYCAE ITOUCK,
HEAOCTATOYHBIM AAS ITOABACHHA B CUCTEMHOM ITHPKY-
AAITIH TPOMOOITUTOIICHHN ITOTPEOACHHSA, IIPU3HAKOB
MHKPOAHTHOIIATHIECKOTO FEMOAN3A IIPH HCIIOAB3O-
BAHUH PYTHHHBIX AAOOPATOPHBIX METOAOB. Y HaIIeit
IAIFICHTKH TAKKE HE HAOATOAAAOCDH BBIPAKEHHOM TPOM-
Oormrrorenny, mostomy B rieaom Teaerue al 'V C moxer
OBITH OXaPAKTEPH30BAHO KAK «aTPOMOOIIMTOIICHIYE-
CKOEY», «CYOKAITHITIECKOC).

Hemuorouncaenuere Hy6AI/IKaL[I/II/I OIIMCHIBAIOT
maruerToB ¢ al'VC, Ha9aBIIIX ACUCHUE SKYAH3YMAOOM
IIOCAE TIPOAOAKNTEARHOM (0T 3,5 A0 6 Mec.) 3amMecTH-
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TEABHOMW ITOYEUHON TEPAIIUH, IIPUBCAIICE K YAYHUIIIC-
nuto Qyskiun nodek. Tak, K. Emirova ¢ coasr. [17]
HCIIOAB30BAAH OTCPOYEHHOE IIPUMEHEHUE KOMITACMEHT-
uHrHOupyroreil Tepanuu y 18-mMecaanoro pedenka
c al'VC, aro mozsoanao mpexparurs 31T, Aaubrmyrocs
10 mecsries, depes 4 MecAIa OT HAYAAA ACICHIUS IKYAH-
symabom. R. Alonso Valente c coasr. [18] mpeactaBuan
ucropuro 60Ae3HH 34-AeTHEH KEHINUHEL C AHOMAAHU-
amu rera CFH, y xotopoit passuacs al'VC ¢ Tsmxesoi
ITPOIPECCHPYIOIIEH IIOYECIHOM HEAOCTATOYHOCTBIO, UTO
norpebosaro 3IIT BHAYAAE METOAOM I€MOAHAAU3A,
a gepes 2 MecAla — C IIOMOINBIO IIEPUTOHEAABHOIO
Anaamsa. M3-3a oTcyTcTBUA AEKAPCTBEHHOIO CPEACTBA
A€YECHHE 9KYAH3YMAOOM OBIAO HAYATO Yepes 02 MecAIa
IIOCAC HAYAAA 320OACBAHMSA U IPHBEAO K YAYUIICHHIO
KOHTPOAf PTEPUAABHOTO AABACHUSA U (DYHKIIHN ITOYEK,
HOBBIIIEHUIO YPOBHA TPOMOOIIUTOB U IIPEKPAIICHIIO
HEPUTOHEAABHOTO AHAAH3a ITOCAE 16 Mec. KOMITAEMEHT-
OAOKHPYIOIIIEH TEPAITHHL

B marrem HaOATOACHHN aKTHBHASA ITATOTEHETHIECKAS
Teparus 9KyAu3yMadoM, HadaTas depes 13 mec. or Ha-
9JaAa 3a00AEBAHUSA, OOECIEYHAA [TAIINEHTKE CTOHKYIO
reMaTOAOTHYECKYIO PEMHICCHIO 3a00AEBAHUA, IIPEA-
VIPEKACHIE PEIIHAUBOB CYAOPOKHOIO CHHAPOMA,
JACTUYIHOE BOCCTAHOBACHUE (PYHKIIUHU ITOYEK H BO3-
MOKHOCTb IIOAHOCTBIO OTMEHHUTH I'€MOAHAAN3 Y€PE3
14 mecsres rapreraoro Aedenusa. OAHAKO OKHAATD ITOA-
HOT'O BOCCTAHOBAEHNUSA (DYHKIIMOHAABHOM CITOCOOHOCTH
[IOYCK, YIUTHIBAS TAXKCAYIO APTEPUAABHYIO THIICPTCH-
3MIO U YMEHBIIIEHHE PA3MEPOB ITOYUEK 110 CPABHEHHIO
¢ AebroToM 3200AeBannA, He cronT. OCHOBHAA CTpaTe-
Iy HAIIPABACHA HA ITOAACP/KAHNE CTOMKOM PEMHCCHH
3a00AEBAHISA, TIPEAYITPEKACHHSA PA3BHTHA BHEIIOYCTHBIX
npossacHui al'VC, crabuansamuro modednon yHk-
LU, 4 TAK/KE AOCTI/KEHHE IIEACBBIX 3HAYECHHUIH apTepH-
AABHOTO AABACHHA, YTO CYIIECTBEHHO BAHACT Ha Kade-
CTBO KH3HU ITAITHCHTKIL

B nepcnektuBe maaHHpyeTca MCCACAOBAHHE IeHE-
THYECKOTO IIPOMHAA AASL OIIPEACACHUA AAUTEABHOCTI
TEPAITHIH 9KYAH3YMAOOM, IIEPCIIEKTHB IIEPECAAKH ITOUKI
1 OEPEMEHHOCTH 110 KEAAHUFO ITAITNEHTKH.

3akAroueHue

AaHHBIE AHTEPATYPHI 1 COOCTBEHHOE HAOAIOACHIE
CBHACTEABCTBYIOT, ITO AK€ OTCPOYEHHAA IO OOD-
EKTUBHBIM IIPHYMHAM TEPAITUA SKYAH3YMAaOOM MOKET
3 DEKTHBHO ITPEAYIIPEKAAT OOOCTPEHN H CIIOCOD-
CTBOBATD YAVUIIICHUIO (DYHKIIUH ITOYCK, OOCCIICIHBAS
IIPEKPAIIECHUE 3AMCCTHTCABHOM ITOYCTHOM TEPAITHH
y OOABHBIX C ATHIIMYHBIM T€MOAUTHKO-YPEMHUYECKOTO
CHHAPOMOM.
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