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Amunuunwiti eemorumuxo-ypemuveckuii cunopom (al'yC) - 3mo cucmemnoe 3abosebanue u3 epynmo.
mpombomuueckux muxpoarneuonamuii (TMA), 6 ocHoBe komopozo aexum HexkoHmposupyemas axmuba-
YUs ALbImepHamubHo20 nymu KomnieMenma HaciedcmpBentoil uiy npuobpemennol npupoosl, npuboos-
was x eenepasusoBarromy mpomboobpasobaruio 8 cocyoax MUKpOUUPKYAAMOpHo20 pycaa. Xporuueckas
axmuBayus asmepHamubroeo nymu Komniemenma npubooum x nobpexoeHuio IHOOMEAUANLHBIX Kae-
mok, spumpoyumob u mpomboyumob u, xax ciedcmbie, Kk MpoMOOMUHECKOT MUKPOAHSUONAMUY U CU-
CIMEMHOMY MYAbINUOPeAHHOMY Nopaxeruto. B nacmoswee Bpems noumu 6 norobune cayuaeb mpueeep
al'V C Bvia68ums ne yoaemcs. B sewenuu c yeavio kynupobanusa cumnmomob 8 kauecmbe npenapamo8 nep-
Boii aunuu npumensiomcs cBexcesamopoxennan naasma (C3I1), umo nosboasem ycmpanums Oegpuyum
cobcmBenvix beakol — gpaxmopa komnaemenma H u I (CFH u CFI), membparnnoeo kogpakmoproeo npo-
meuna (MCP), u xomnaexc cmabusvHvix u 4a0uAbHbIX 0eakof — haxmopol eemocmasa, umo nosbossem
ocmanoBums mpomboobpasobarue 6 muxpoyupkyaamoprom pycae. Ipumenerue C3IT abasemcea nodeo-
moBumeavHbiM 3MANom nepeo anmuxomniemenmapHoi mepanuei. IIpoenos sabosrebanus Beeeoa ceprves-
HOITL U ACCOYUUPOBAH € MAKEALIMU OCAONKHEHUAMYU U Bbicoxoil cmepmHocmbio. He meree wem y 6 % nayu-
enmo8 pasBubaemcs noAUOP2aAHHAS HEOOCTHAMOYHOCH C NPUSHAKAMU eeHepasusobarnnoi TMA, nopasxe-
nuem L[HC, opeano8 >KKT, seexux u, 6esycioBro, nouex. IIpedcmaBaeno cobcmbernoe xauHuueckoe
nabarooenue boavHo u al' Y/ C.

KaroueBore cro8a: mpombomueckas MuKpoaHauonamus, amunuuHsiil 2eMoAUMUKO-YpeMUuteckuil CUuH-
opom, ADAMTS-13, komniemenm.

B Hacrosimee Bpemsi TpoMOOTHYECKas MUK-
poanruomnatus (TMA) Bkimodaer B cebst 60Jb-
IIyI0 MHOTOOOPAa3HYIO0 TPYIITY COCTOSHHM, JJIS
KOTOpO# XapakTepHa oOIas THUCTOJIOTUYECKAs
KapTHHA, HO pa3Hble MEXaHU3MBI pa3BuTus [ 1, 2].
B ocnoBe TMA nexar oOpazoBaHue TpOMOOB U
SHJIOTEIHAbHBIC MTOBPEXKJICHUS, TIPUBOISIIIUE K
TSDKEJIBIM OPTaHHBIM TOBPEXKAEHHUSIM, TJIABHBIM
00pa3oM — K MOUEYHOH HEAOCTATOYHOCTH C TPOM-
OOLIMTONEHNEH 1 MUKPOAHTHONIATUYECKOH reMo-
mutrueckoit anemueit (MAI'A) [3-8]. I'enernye-
ckuii gedext meramonpoteassl (ADAMTS-13),
pacwemstomeit  gpakrop BuneOpanma, uz-3a
CHIDKEHHOH aKTHBHOCTH CTIOCOOCTBYET 00pa3oBa-

HHUIO MEKPOTPOMOOB [9]. BenencrBrue MacCHBHOTO
TpoMO00OpazoBaHusl MOTPeOIsIeTCs OONBITOE KO-
JIMYECTBO TPOMOOIIUTOB, YTO OOYCIOBIMBAET MX
KOJIMUECTBEHHOE YMEHBIIICHHE, B Pe3yJIbTaTe pac-
MPOCTPAHEHHBIH TPOILIECC B MUKPOIMPKYIISTOP-
HOM pyclie PUBOJHUT K MAacCUBHOMY HIIIEMHYE-
CKOMY TOBPEXJICHUIO PA3IMIHBIX OPraHOB: Cepii-
11a, TOYEK, KEIyA0YHO-KHIIeYyHoro TpakTa [10].
C TeyeHneM BpeMeHH Bce 0OJIbIIe pacIupsi-
€TCsI CITUCOK BO3MOXKHBIX 3THOJIOTHYECKUX (hak-
TOPOB, MPUBOASALINX K HEKOHTPOJIUPYEMOM aKTH-
BallMM KOMIUIEMEHTA B aJIbTEPHATUBHOM ITyTH.
CeroaHsa HaKOIUICHO JOCTATOYHO AHHBIX O B3a-
MMOCBSI3M HOBOM KOPOHAaBUPYCHOH HH(EKLNH
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(COVID-19) u TpoMOOTHYECKO MUKPOAHTHOTIA-
tuu [11, 12]. YuuteiBass MEXaHU3MBI TOBPEKIC-
HUSI MUKPOCOCYTUCTOTO PYCJia, OCOOCHHO BaYKHO
CBOEBPEMEHHO JuarHoctupoBate TMA u npose-
CTH NIATOT€HETUYECKOE JIEUEHHUE, YTO, OHAKO, 3a-
TPYAHEHO, TaK Kak TPeOYIOTCS TIyOOKHUH KiH-
HUKO-JIA00PaTOPHBII aHaK3, a TaKkKe KOHTPOIb
psiga TeHeTHYEeCKHX (haKTOPOB.

B nanHO# cTaThe MBI IPEICTABISAEM KIMHU-
YECKHH Cllydail aTUIINYHOTO F€MOJIUTUKO-YPEMU-
yeckoro cuaapoma (al'VC) y manueHTku, moiy-
YaBIIeH Tepaluio MmpernapaToM «IKyIu3yMad» B
YCIIOBUSX Hedposorndeckoro otneneHus Kim-
HuK CamI'MYV.

Onucanue KIMHMYECKOro ciayvas. [lanu-
enTka b., 49 ner, xxutensauiia Camapckoit ooma-
ctu. C 10-x yncen utons 2020 r. crana oTMedaThb
HapacTaIONIYIO0 ONBIMKY Ha (hOHE JTMXOpPAAKU B
teuenue § nHewt no 37,8-39,5 °C. Ilpu rocnura-
TU3aIUH B THPEKINOHAYIO KITMHUKY THATHOCTH-
poBaHa KOpOHABUpPYCHasl MH(EKIHs, BRI3BaHHAS
COVID-19, ¢ nopaxenuem 30 % nerkux. Iloa-
tBepxAeHue [IIIP-muarHocTukoil HE MOJYyYEHO,
BUPYC He uneHTUUImpoBaH. [lanpHeliee neve-
HUE TOJydaja B TEPareBTUYECKOM OTJIEIICHUU
Yamaesckoi 1IPB, roe Haxoamnack ¢ JuarHo3om
«BHEOOJILHUYHAS JIBYCTOPOHHSS OaKTepUallbHO-
BUpYCHasl ITHEBMOHMS CpPEIHEH CTENeHH TshKe-
CTH, JbIXaTeIbHas HEIOCTaTOYHOCTh | CTENEHN,
OTKyJia BBITIMCAaHA 4yepe3 7 JHEeH IS MPOXOoXK/e-
HUS aMOyJIaTOPHOTO JICUEHHUS.

B Teuenme mocnenmyromux 24 mHEH mocie
BBIMMCKY M3 CTallMOHApa HAOJII0JAUCh KaJ00bI
Ha BBIPRKEHHYIO CIIa00CTh, MyYUTEIbHYIO TOII-
HOTY, MHOTOKpPATHYIO PBOTY XKEITYbI0, OOJIb B JKH-
BOTE, MPEUMYIIIECTBEHHO B MPAaBOM HOApeOepbe,
XKUJIKUN cTyn 10 5—7 pa3 B cyT. B aHanu3ax kposu
coxpansuics neiikonutos ((11...17)x10%1), B 61o-
XUMUYECKOM aHaIIN3e KPOBHU BIIEPBBHIE BHISBICHBI
MOBBINIICHHE KpeaTHHUHA (224 MKMOJbB/I), yBe-
nueHne Mo4eBUHBI (13,1 MMOIB/m).

C mopmo3peHueM Ha OOOCTpEHHE XPOHHYE-
CKOTO MTAHKpeaTHTa MalleHTKa I0CTaBJIeHa B XH-
pypradecKkoe oTaeleHne. B CBS3M C AMarHOCTH-
POBaHHBIM OCTPBIM ITOBPEKICHUEM TIOYEK (OJTUTY-
pHisi, KPEaTHHWH CBIBOPOTKH KPOBU 644 MKMOJIB/IT)
Ha (poHE CHIDKEHHS KOJIMYECTBa TPOMOOIMTOB
(32x10%1m) 03.09.2020 mepesenena B HedposIO-
rudeckoe otaenenue Knuuuk CamI'MYV.

[Ipyn mocTyruleHMM COCTOSHUE MalUEeHTKU
COOTBETCTBOBAJIO CPENHEH CTENEHH TAXKECTH.
B co3nanuu. KoxHbIil TOKpOB OJeAHBINA, OTEKH
HWKHUX KOHEYHOCTEH, epeTHel OPFOITHON CTeH-
KM, B JIETKUX ¢ 00€MX CTOPOH — BJIa)KHBIE XPHUIIBI
B HIJKHUX OTJeNax, 4acToTa JpIxaHus — 21 B
1 MuH, yacToTa cepaeunbix cokpartienuii (YCC) —
102 yn./muna, Al — 150/120 MM prt. ct. IIpu 06-
CIIEZIOBAaHMM OTMeuYeHa OBICTPO HapacTaroIas
anemus (remoriioond 93—67 1/11), TpoMOOIHTOITEe-
aus (32x10%/1), B OHOXMMHYECKOM aHAIH3€ KPO-
B — TIOBBIIICHWE KpeaTnHWHA (644 MKMOIB/I),
YPOBHHU TpaHCaMyHa3 ObUIM B IpeAesiax HOPMbI
(ACT 12 EN/n, AJIT 34 EJl/n), rumokaaTneMus
(2,7 mmonsw/m), rumoHaTpuemust (132 Mmos/i).
B o6mem ananmze moun — nporennypus (5,0 /1),
MHUKporeMarypusi. TsSDKeCcTb COCTOSIHUSI Ompee-
JSTach BBIPXEHHOW aHeMHed, TpOoMOOIMTOoIe-
HHUEH, OCTPBIM MOBPEKACHUEM TI0YEK, YTO ITOTPE-
00BaJ0 HavaIa 3aMeCTUTEITFHON TIOYEUHOU Tepa-
MUY CE€aHCaMH INPOJUIEHHOW BEHO-BEHO3HOW Te-
monnadunprparyu (IIBBI'1D).

B Teuenme mocnenyromux mHeH HaOmOna-
Jach TPYZIHO KOppHUTHpyeMasl apTepuajbHas I't-
neprersus (A 190/100 mm pt. cr.). Coueranue
TPOMOOLIMTOIIEHNA M aHEMHUH TO3BOJIMIIO 3aIlo-
JIO3pUTH TPOMOOTHUYECKYIO MHUKPOAHTHOIATHIO,
YTO MOTPeOOBaJIO0 MPOBEACHUS HEKOTOPHIX aHa-
JIU30B, TOKa3aBUIMX CJEAYIOMINE pe3yJIbTaThl:
npoba KymbOca — HeraTuBHas, IM30IUTHI B KPO-
BU — 17 %, pe3koe CHIKEHHE KOHILIEHTPALIMH Tarl-
tornobuna no 0,11 r/mn (wopma 2-14 r/mn),
JIAT — 1050 EJl/n (nopma 240480 El/n). Ilpu
JIOTIOJTHUTELHOM 00CIIeZIOBAaHNY OBLIN BBISIBIICHBI
muddy3Hble U3MEHEHUS! TMOYEK C YBEINYCHHEM
pasMepoB ¢ obenx cTopoH (cmpaBa 120%x62 MM,
cieBa 122x66 Mmm). C y4yeToM pa3BUTHS ITOITHOP-
TaHHON HEJOCTATOYHOCTH Yy MAIMEeHTKH C TpHU-
3HaKaMH MHUKPOAHTHONATHYECKOT0 TeMOJIn3a U
TPOMOOLIMTOTIEHNH ObLIa KOHCTaTHPOBaHA TPOM-
6oTHdeckas MUKpOAaHTHONaTHs. B memsx uckiro-
yenus BropuuHoir TMA mnpoBoaunack nudde-
peHIMabHas IMAarHOCTHKA CUCTEMHOM KpacHOM
Bomyanku (CKB), antudochonunuaHoro cHH-
npoma (ADC) (mepBHYHOTO W BTOPHUYHOTO),
BUY-undexnnn, onkonaronornu u JIBC-cun-
npoma (o mkane ISTH sBroro /IBC-cuaapoma
HabpaHo 3 Oamna). CxonHbIE KIMHUKO-Tabopa-
TOpHBIE POsIBIICHHS TepBUUHBIX popM TMA mo-
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TpeOOBaIN UCKITIOYECHHUSI TPOMOOTHUECKON TPOM-
ooruronennueckoi mypmypsl (TTII), ans gero
nposeneHo ucciaegopanue Ha ADAMTS-13, ypo-
BeHb KoTOpou coctaBui 13—49 % (pedepeHcHbie
3HaueHus 93—113 %), 4To B UTOTE MO3BOJIUIIO JH-
arHoctupoBath al YC. Eme oguuM m0BOIOM B
MOJIb3Y Pa3BUTHS KOMIIJIEMEHTOIOCPETOBAaHHOMN
TMA mociry>kusia BBISIBIIEHHAS! THITOKOMILIEMEHTE-
MUSI — CHIDKEHHE KoHIeHTparmu C3-KOMITOHEeHTa
komrmiemenTta mo 0,55 r/m (mopma 0,9-1,8 r/m),
YTO CBUJAETEIBCTBYET O €r0 IMOBBIIIEHHOM IIO-
TpeOnennu. [ eHeTHUeCKuii aHAIM3 BBISIBIII HAJIH-
yue a"turen k ¢akropy H (17,8 AU/ml), uro
JIaJI0 OCHOBAHHE MOATBEPANTh HAINYHUE ATHIINY-
HOT'O TE€MOJIMTUKO-ypPEMHYECKOI0 CHHAPOMA.
K ceancam [IBBI'I®, Tpancdy3usM OTMBITBIX
sputporuToB (11 ceancos remoTpancdy3uii), aH-

1 ATV

THOAKTEPUAILHOW M JE€3WHTOKCHKAIIMOHHOM Te-
panuu ¢ 03.09.2020 no 12.09.2020 nobaBuu je-
4yeHue cBexezamopokeHHod mmrasmoit (C3II) B
pexxume mazmooOmena Ne 2 u3 pacuera 80 mit Ha
1 kr Beca ¢ mocneayronumu napy3usamu C3I1 1o
12-ro mgus rocmuramusanuu, ¢ 06.09.2020 ObL1
nobasnen renapun 5000 EJ] monkoxHo 3 pasza B
JIeHb. JIns jJedeHus: apTepuaibHON TMIEPTEH3UN
HCITONTB30BaNNCh MHTHONTOpH AlID, Gera-6imo-
KaTOPbI, aHTAarOHUCTHI KaJIBITHSL.

Ha 12-e cyt mocine Havana Jie4eHAs TIOSBH-
Jach TEHJCHIMS K HE3HAYUTEIHbHOMY YIydlle-
HUIO: POCT YHCIa TPOMOOITUTOB B KPOBH IO
96x10°/11, yBennuenue auypesa (2,5 1/cyT), CHU-
sxkeraue JIII' mo 690 ME/n Ha ¢doHe cHWKeHUs
YpOBHSI KpEaTHHHWHA CHIBOPOTKH B KPOBH JO
240 mxmons/i (puc. 1).
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Puc. 1. [lunamuka ypoBHs kpeaTuauHa, JI/II, TpoMOOITMTOB NMPHU rOCIIATATU3AIUN

Fig. 1. Changes in creatinine, LDH, and platelet levels on hospital admission

K 16-My nHIO rocnuranuzaliii MOJYy4YEHO
akcriepTHoe 3axmoueHue u3 O®I'AOY BO Ilep-
BbIit MI'MYVY um. M. CeuenoBa Munsapasa Poc-

cui, 3aBu3upoBanHoe npodeccopom C.B. Mowuce-
eBbIM, nipodeccopom H.JI. Kosznosckoi, monen-
toM IO.M. KoporuaeBoi, rme ydTeHBl OCO-
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OCHHOCTH KJIMHUKO-Ta0OpaTOpHOH KapTHHBI,
BKJTIOYaIONIKe AeOI0T MOCIe IepeHeCEHHOH ITHEB-
MOHHUH, MPEINOJIOKUTEILHO BUPYCHON 3THOJO-
TUH, HAJTMYUE TOJHOPTaHHONW HEJOCTaTOYHOCTH,
nokazatesib ADAMS-13 (1349 %), uro mon-
TBEPAWJIO [UAarHO3 AaTHUIUYHOTO TEMOJIHUTHKO-
ypemuueckoro cuaapoma (al'VC) u mo3Bonmio
BKJIOYWTh NAIIUEHTKY B PETMOHAIBHBIA CEIMEHT
DenepanbHOrO perucTpa JInL, CTpajaroIinX Ku3-
HEYTPOXKAIOIUMH U XPOHUYECKUMH IPOrpeccu-
pyromumMu penkumMu (opdaHHBIME) 3a00IeBaHH-
MU, TPUBOAALIMMU K COKPALICHUIO >KHU3HU
rpaXxJaH, W 3aIlyCTUTh AJITOPUTM MOIYYEHUS
JKU3HEHHO BA)XKHOTO Ipemnapara «JKyJIu3ymad».
B memax wmmyHm3anmum TpoTuB  Neisseria
meningitidis mamuenTtka 22.09.2020 BakuHUPO-
BaHa IpenapaTtoM «MeHakTpay.

Opnako yepes 12 gHei mociie oTMEHBI HH)Y-
suit C3I1 (¢ 25.09.2020) xoHCTAaTHPOBaH peEIH-
JIUB — SIBJICHUS] UHTOKCUKamK, nopaxenue [HHC,
a0 IOMUHATIBHBIN, TPOMOOTEMOpparnIecKuii CHH-
IpoMbl: nuxopanka no 38-39 °C, merexun, 00-
HIMPHBbIE SKXUMO3bl Ha NepenHeil MOBEepXHOCTH
Oenep, pykax, MOTepsi CO3HAHUS, MHOXKECTBEH-
HbIE CYJOPOXKHBIE IPUIAAKH, HEKOHTPOJHUpYe-
MBIIf YpOBEHb apTepuaibHOro aasieHus (190-
220 na 100-120 MM prt. ct1.). B obmiem ananuse
KPOBU — TeMOJINTHYECKAs] aHEMHS (IPUTPOLIUTHI
2,06x10'%/;1, remorno6un 39 1/1), JAEHKOIHUTO3
(17,01x10'%/m), noseimenne JIJIT (1180 ME/n),
yeenmuenune CPB g0 144 mr/n (Hopma 5 mr/m).
B nocnenyromiem neueHne npoBOAMIOCH B yCIIO-
BUSIX OTJICJICHUSI peaHUMAIlM1 U UHTEHCHBHOM Te-
parmuu. Tspkenoe cOCTOSHUE TAMEHTKH OBLIO
00yCJIOBIEHO HAJMYMEM TOJIHOPTaHHOW HeJo-
CTaTOYHOCTH, B OCHOBHOM 32 CUET MOPaKECHUS
IIHC, n npucoeMHUBIICIHCS KIMHUKOW OCTPOTO
’KMBOTA, YTO B UTOTE TIOBJIHSLIIO HA pEIlIeHHE KOH-
CUJIMYMa O TIPOBEJICHUH JMAarHOCTUIECKOH ara-
POTOMUH C MTOJI03PEHIEM Ha TPOMOO03 ME3CHTEPH-
AIBHBIX COCYJIOB C TIOCIIEIYIOIIUM PEIIeHUEM BO-
Ipoca AajJbHEHINEd TakTUKU. B pe3ynbrare uc-
CJIEJIOBaHMSI UCKIIIOUCHA XUPYPTUYecKas ITaToo-
rus. Ha ¢one antuOuoTukorepanuu («Mepo-
Hemy, «JleBoduiokcanyny) mpoBe/ieHa HYKIIU-
oHHas Tepanusa «IKynuzymadom» — 900 mr 1 pas
B Hememo Ne 2 (28.09.2020, 05.10.2020), koro-
pas K ycIemHoMy X0y He nmpuBena. Hecmotpst

Ha TpOBEJICHHNE AHTUKOMIUIEMEHTAapHOH Tepa-
MUY, TAIUEHTKA CKOHYAJIaCh.

[TaTonoroanaromuueckuii nuarnos: D 59.3
ATUNIUYHBIM TEeMOJUTHKO-YPEMUYECKUNA CHUHJ-
poM. KpoBouznusuus: cyOsnukapanansHo, cyo-
TUIEBPaIbHO, B OpBIKEWKe KUIIEYHUKA, TPOMOO03
MEJKUX BeTBeHl jerounoi aprepuu. OcTpoe Ha-
pYIIEHHE MO3rOBOrO0 KpPOBOOOpAILIEHUS IO TIe-
MOpparu4eckoMy THUILy B IIPpaBoil remucdepe ro-
JIOBHOT'O MO3Ta C IIPOPBIBOM B JKEIIYyIOYKU U BTO-
PUUYHBIMH HIIEMHYECKHMMHU U3MEHEHUSIMU JICBOU
remuchepsr. OTek roIoBHOTO Mo3ra. BrimHeHne
CTBOJIA.

Oo6cyxaenne. BrlensnoxxeHHOE KIMHUYE-
CKOe HaOJrofeHHE IEMOHCTPUPYET CIO0XKHOCTH
muaraoctuku al ' YC y 6ompHOTO, 00CienoBanme
KOTOPOTO MPOBOAMIOCH B ABa 3Tana. Ha nepsom
JTale YCTAaHOBJIEH CHMIITOMOKOMIUIEKC, ITOA-
tBepauBmuiit TMA, B xone nansHeimei qudde-
PEHLMAIBHON AMAarHOCTUKU MCKITIOYEHBI OCHOB-
Hble opmbl TiepBudHO TMA, At KOTOPBIX Xa-
PaKTepHbl CXOIHBIE KIMHHUKO-Ta0OpaTopHbIE
nposiieHus. Ha mpoTshkeHNM rocnuTain3anui
OBUTH WCKJIFOYEHBI BTOpUYHBIE MpuInHbEI TMA:
CKB (oTpunarenbHblii BOIYaHOYHBIA aHTHKOA-
TYJISIHT W HEraTUBHBIE MOKA3aTeNld ayTOMMMYH-
HOrO BocmajeHus), karactpoduyeckuii ADC
(b2-rnukonpoTenH-1, aHTUTENA K KapAHOJIUITHHY
He BbIsiBJIeHb) 1 BUY-nHeKIus, 4TO M03BOIHIO
WCKJIIOYUTh BTOpUYHBIN MexaHusM TMA. Tpur-
repoMm TMA B JaHHOM ciTyyae MOTJIa TTOCITY>KUTh
HETIOATBEPKACHHAs] BUPYCHAsT WHEKIHs, Tpe/-
noaoxuTenbHo SARS-CoV-2 [13-15].

MHoroo0pasne KITMHIYeCKO KapTHHBI B CO-
BOKYITHOCTH C JUIUTENHHBIM aHaMHE30M 3a0oie-
BaHUS 1 IOCTATOYHO MO3THUM BBEJIEHHEM TIperna-
para « OKynu3yMabdy He IPUBEINH K YCTIEXY, BCIE-
CTBHE Yero He yAaJioch M30eXaTh MOTEPH Malu-
enTku. OTnMCaHHBIA HAMHU KIUHUYCCKUU OIBIT
JlaeT OCHOBaHHE MPETONIOKHUTh, YTO pa3dop He-
YAagyHOTO CITy4as MOMOXET ITOMOYb PaclO3HATh
JTAHHYIO MATOJIOTHIO Ha O0JIiee PaHHUX JTarax.

Bnecenne al'YC B mporpamMmy JIBTOTHOTO
obecrieueHrs MAIMEHTOB, cTpagaomux 14 pen-
KHMH ¥ BBICOKO3aTPATHBIMH HO30JIOTHSIMH, CIIO-
coOCTBYeT JOCTYNHOCTH WU Oojiee paHHEMY Ha-
qajly aHTUKOMIUIEMEHTapHOW Tepanyy y JaHHON
KaTEeropuy MaeHToB.

Kon¢uukT nHTEepecoB. ABTOPHI 3asBIISIOT 00 OTCYTCTBHH KOH(DIMKTa HHTEPECOB.
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ATYPICAL HEMOLYTIC UREMIC SYNDROME: A CASE STUDY

L.A. Rogozina, I.L. Davydkin, O.E. Danilova, O.V. Fatenkov,
G.R. Gimatdinova, R.K. Khayretdinov

Samara State Medical University, Ministry of Health of the Russian Federation, Samara, Russia

Atypical hemolytic uremic syndrome (aHUS) is a systemic disease, a type of thrombotic microangiopathy
(TMA). It is based on uncontrolled activation of the alternative complement pathway of a hereditary or
acquired nature, leading to generalized thrombosis in the microvasculature. Chronic activation of the
alternative complement pathway leads to the damage of endothelial cells, erythrocytes and platelets and,
as a result, to thrombotic microangiopathy and systemic multiorgan damage. Currently, in roughly half
of the cases, it is impossible to identify aHUS triggers. Fresh frozen plasma (FFP) is used as first-line
drug to reverse the symptoms. It helps to eliminate the deficiency of self-proteins — complement factor H
and complement factor I (CFH and CFI), membrane cofactor protein (MCP), and stable and labile pro-
teins - factors of hemostasis, and to stop thrombosis in the microvasculature. FFP administration is a
preparatory step before anticomplementary therapy. Disease prognosis is always serious and is associated
with severe complications and high mortality. At least 6 % of patients develop multiple organ failure
with generalized TMA, injury of the central nervous system, gastrointestinal tract, lungs, and kidneys.
The paper describes a clinical case of a patient with aHUS.

Key words: thrombotic microangiopathy, atypical hemolytic-uremic syndrome, ADAMTS-13, comple-
ment.
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