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BBenenne. ATUITMYHBIN TeMOTUTHKO-ypemudeckuit cuaapom (al 'Y C) — opdannoe cucteMHOe 3a00IeBaHNE, KOTO-
PO€ BOCIIPOM3BOANTCS B BUIE CTUXUITHON aKTUBAIMH AJIFTEPHATHBHOTO Iy TH CUCTEMbI KOMIUIEMEHTA U BBIpaxa-
eTCs B BUJIE CHCTEMHOM TpoMOoTHdeckoir Mmukpoanrnonarnn (TMA). Kitaccnmaeckytro Tpuamy cummromoB al Y C
COCTABJISIOT TEMOJINTHYCCKAS aHEMUS, TPOMOOITUTOIICHHS U ocTpoe moBpexacaue modek (OINIT). Ha mannbrit
MoMeHT nuarao3 al'YC oTHOCHUTCS K YHCITy TMAarHO30B NCKIIIOUYEHUH U HE IMEET MaTOrHOMOHUYHBIX IIPU3HAKOB.
OH ycTaHaBIMBAETCsl HA OCHOBE KIIMHUYECKON KapTUHBI 3a00JI€BaHMS [TOCIIE NCKITIOUeHUs Apyrux hopm TMA,
KaK TICPBUYHBIX, TAK X BTOPUYHBIX. LleJIb: MOBBICUTH MH(OPMHUPOBAHHOCTH Bpaueii 00 oppaHHOM 3a00JICBaHHH,
0 METOJaX TUarHocTuky u edeHus al'yC Ha KIMHUYECKOM npumepe. 3ak/aodenue. Kpaline BakHa Kak MOXKHO
Oonee paHHss uaeHTUGUKaMs quarnos3a al'YC, Tak kak CBOeBPEMEHHO HauaTasi TApreTHast TePaIusl MO3BOJISET
3HAYUTEIHHO YITYYIIUTh UK MOJTHOCTHIO BOCCTAHOBUTH (DYHKIIHIO MTOPAKEHHOTO OpPraHa.

Knioueesvie crnosa: amunuunwiii 2€MOJlumuK0-ypeMull€CKul‘i CqupOM, mpOM60mu1{€CK(lﬂ MUKpoaHsuonamusl,
mpancniarmayus no4Ku, akyﬂuaymaa cemMmonumudecKkas anemusl, mp0M60uum0neHuﬂ.
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Introduction. Atypical hemolytic uremic syndrome (aHUS) is a systemic orphan disease that reproduces as an un-
controlled activation of the alternative pathway of the complement system and is expressed as systemic thrombotic
microangiopathy (TMA). The classical triad of aHUS symptoms are hemolytic anemia, thrombocytopenia, and
acute kidney injury (AKI). Currently, diagnosis of aHUS is a diagnosis of exclusion and has no pathognomonic
features. It is established based on the clinical presentation of the disease after excluding other forms of TMA,
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both primary and secondary. Objective: to increase physicians’ awareness of this rare disease, the diagnosis and
treatment of aHUS using a clinical case study. Conclusion. Early diagnosis of aHUS is extremely important, as
timely targeted therapy can significantly improve or completely restore the functions of the affected organ.

Keywords: atypical hemolytic uremic syndrome, thrombotic microangiopathy, kidney transplantation,

eculizumab, hemolytic anemia, thrombocytopenia.

BBEAEHME

ATUTIHYHBIA TEMOJIUTHKO-YPEMHUUCCKUH CHHIPOM
(aI'YC) — XpoHHUECKOE CUCTEMHOE 3a00JICBaHIE, OCHOBY
KOTOPOTO COCTABIISICT U3bSIH aKTUBAIIMH CUCTEMbI KOMII-
JIEMEHTa, BeAyIINH K MACCHBHOMY TPOMO0OOOpa30BaHUIO
B COCYZIaX MUKPOIPKYISATOPHOTO pycia (KOMITJIEeMEHT-
OMOCpeI0BaHHAsI TPOMOOTHYECKAss MUKPOAHTHOTIATHS —
TMA) [1-3]. PactipocTpanenHocTh 3a00eBanus B Poc-
CHU TOYHO HE YCTAHOBJIEHA, HO COTIOCTABUMA C TAKOBOM
B EBpore (1,5-1,8 ciy4as va 1 mute Hacenenus) u CILIA
(oxomo 2 cirydaeB Ha 1 MitH). 3a0071€Ba€MOCTh OTICHIBA-
etcs xak 0,2—0,5 ciayuast Ha 1 MITH HaceneHus B Tof [5].
Kimanuaeckoe TeueHue 3a00eBaHUS XapaKTEePHU3YeTCs
3HAYUTETHLHBIM TOTUMOP(HU3MOM CHMIITOMOB, OJTHAKO
KIIACCHYECKOH SBIISETCS TPHUaAa CHMIITOMOB — HEUMMYH-
Hasi MUKPOAHTHOMAaTHYeCKast FeMOJINTHYECKAs aHEMUS,
TPOMOOIIMTONICHHUS U OCTPOE IMOUCYHOE MOBPEKICHUE
[1, 3]. T'enepanuzoBannslii xapakrep TMA npu al'VC
00yCIIOBIMBAET Pa3BUTHE HKCTPAPEHANBHBIX TPU3HAKOB
00JIe3HH, CBSI3aHHBIX C MIOPAKEHUEM MUKPOLUPKYIISITOP-
HOTO pycJiia Pa3JINYHbIX OPTaHOB U CUCTEM, B TOM YHCJIC
TOJIOBHOTO MO3Ta, CEeP/Ila, JIETKUX, KEIyIT0UHO-KHIIIeU-
HOTO TpakTa. BHermoueuHbie IposiBIeHUs 3a00IeBaHIs
HaoOmonarorcs y 20% MmarueHToB, U3 KOTOPBIX ITOYTH JIBE
TPETH UMEIOT 00JIee OJJHOTO FKCTPapEHATBHOTO IPU3HA-
ka[l, 3].

BonbmmucTo nanuentos ¢ al'YC UMEIOT B OCHOBE
HAaCJICICTBEHHYIO W/ MPUOOPETEHHYIO aHOMAJIHIO
KOMILJIEMEHTA, KOTOpast MPUBOJKUT K HAPYIICHHUIO PEry-
JISIUY aKTUBHOCTH €T0 aJIETePHATHBHOTO MyTH Ha TI0-
BepxXHOCTH 3HA0TeNus. OHAKO [T pa3BUTHS CHHIPOMA
Y TIpeApacToNIOKEHHBIX JTUI] HEOOXOTUMO BO3/ICHICTBIE
KOMILJIEMEHT-aKTUBUPYIOIUX (PaKTOPOB (TPUTTEPOB).
Haubonee pacnpocTpaHeHHBIMU U3 HUX SIBIISIIOTCS
WH()EKINK, ayTOMMMYHHBIE 3a00JIeBaHUs, 37T0KAYECT-
BEHHBIE HOBOOOpa3oBaHMS, OEPEMEHHOCTh U POJIBI,
TPaHCIUIAHTAIMS KOCTHOTO MO3Ta U COJIM/IHBIX OPTraHOB,
HEKOTOPBIE JICKAPCTBEHHBIE TIpenaparsl [ 1-4, 6]. Huxe
MIPUBOJUTCS KIMHUYSCKUAN CITydal pa3BUTHS KIIMHUKO-
1a0OPaTOPHBIX MPOSBICHUN TPOMOOTHYECKONH MHUKPO-
anruoratuu (TMA) mocite mepeHeceHHON alIoTeHHOU
TpaHcmanTauuu TpynHoi mouku (ATTII).

KAMHUYECKUUA CAYYAN

Hayuenmrxa U., 27 nem, ambyramophnas xapma
Ne 126734. C 2016 eo0a pecucmpuposanacy npome-
uHypus 0o 1 e/cym ¢ «nycmsim» MoYesbiM 0CAOKOM,
9NU300bl NOGLIUUEHUS YUPD APMEPUATLHOSO 0ABTIEHU.
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Tpaxmosanacey Kax XpoHuYecKutl eromepyronegpum.
Om evinoanenus He@pobUONCUU NAYUEHMKA Kame2o-
PpUHeCcKU OMKA3bI8AIACH, NAMO2EHEMUYECKYIO MePanio
He nonyyana. @YyHKYus noYex npoepecCcusHo CHUNCA-
J1aCch, NOSABUNACH U NOCHENEHHO HAPACALd AHEeMUSL.
Obpawano na cebs GHUMAHUE 3TOKAYECTNEEHHOE Me-
YeHue apmepuanbHOU 2UNEPMeEeH3 U, Pe3UCMeHmHol K
MHO20KOMNOHEHMHOU AHMUSUNEPMEHIUGHOU MePanuu.
Ha npomsiicenuu 6ceco nepuooa Hab00eHus yposeHsb
MpomMoOOYUmMo8 0Cmagaics 6 npedenax peghepeHmmuvlx
3HAYeHUll, aHeMUsl PACYEHUBALACH KAK NPOSABTEHUE XPO-
Huweckoll bonesnu nouex. B sineape 2022 200a 6 ces3u ¢
KpUmuyecku 6blCOKOL azomemuet, pazeumuem aHacaprku
IKCMPEHHO HAYAMA 3AMeCmMUmenbHAasi NOYeUHdas mepa-
nus Memooom 2emMoOUdIU3d.

B xo00e nabnoodenus 6 ouanuznom yeumpe docmiue-
HYmbl yenegvble YPOGHU 2eMO2I00UHA, YPOBEHb MPOMOO-
YUMOB COXPAHSLICS 8 NPeOeNax peqhepeHmubIX 3HAUeHU,
COXPAHSANCSL 3NOKAYECMBEHHBII XAPAKmep apmepuaio-
HOU eunepmensuu Ha one MHO2OKOMNOHEHTHOU aH-
mueunepmen3UgHol mepanuu, a0eKk8amnozo 0ovema
yivmpagpurvmpayuu.

26.07.2022 200a svinonuena onepayus auiiompaHc-
NAAHMayuU NOYKY OM NOCMEPMHO20 UMMYHOCOBMEC-
mumozo oonopa. Ilepuonepayuonnas Kpogonomepsi
oyenusanace 6 700 ma. @yukyus mpancnianmama
omcpouennas. Pannuii nocneonepayuonnwiil nepuod oc-
JIOJICHUILCSL Pa38umuem peqhiokc-nueronedpuma mpanc-
nIaHmMama, accoyuuposannoco ¢ pocmom Pseudomo-
nas aeroginosa, a maxace QoOpMUpoSanuem 2emamombol
n0dca mpancnaanmama. Jlabopamopro ommeyanacs
anemust msdicenou cmenenu — Hb 59 2/n Ht 19%, mpowm-
boyumonenus 0o 108 x 10°/n; neiikoyumos 31 x 10°/n;
CPb 71 me/n, npoxanvyumorun 14 ne/mu; azomemust no
Kkpeamununy 433 MKmMonv/1, no mouesune 42 Mmonv/a.
Yoanen cmenm mouemounuxa mpancnianmama, Ha-
yama aHmuOaKmepuaIbHas mepanus Co2nacHoO 4y6c-
meumenvrocmu. C yenvio CHUNCEHUSI UMMYHOCYIPECCUll
YyMeHbleHa 003a Mogemuna mukogenonama 0o 1 o/cym,
CHUDICEHA KOHYEHMPAayusi maKpoIumMyca 8 CbleOpomke
00 MUHUMATBLHO OONYCIMUMO20 — 6 He/MJ, NOCMEeNneHHO
CHUDICEHA 003 2TIOKOKOPMUKOCMEPOUO08 (NPeOHU30-
JIOH) 00 5 Me 6 CymKU.

Ha ¢one nposodumoii mepanuu — nonoxcumenvhwiil
KAUHUKO-1aDOpamopHblil 3¢hhexm 6 8ude Hopmanuzayuu
memnepamypsl meia, CHUMNCeHUs NPOGOCNAIUMENbHBIX
1a00PAMOPHBIX MAPKEPOS, HAPACTNAHUSL YPOBHSL MPOM-
boyumoe 00 330 x 10°/n, cnudcenus azomemuu no Kpe-
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amununy 00 260 mrxmonv/n, mouesunvt 00 10 Mmoaw/n.
Lo oannvim Y3U: cemamoma nodxca mpancnianmama
COXpaHsiemcs 8 npedcHem obveme, OpP2AHU3Yemcst Co-
enacuo cpoxam. 30.09.2022 200a nayuenmra evinuca-
Ha 0118 amOYIamopHo20 HAONOOeHUs, UMMYHOCYNpec-
CusHasi mepanus 8 obveme. MaKpoIuUMyc, ¢ YeleeblMu
SHAYUEHUAMU KOHYeHmpayuu 6 cvlgopomie 8—I12 ne/mi,
npednu3onon 10 me 6 cymxu, muxopenorama mogemun
1500 me 6 cymxku.

03.10.2022 200a evinonnen nianoulil 1abopamop-
HbILL KOHMPOb.: 2emo2nodun 86 2/1, mpomboyumot 462 %
10°/n, azomemus no kpeamunumy 485 mkmonv/1, no mo-
yegune 19 mmonv/n. Cocmosnue nayuenmru pacyeHeHo
KaK OCmpoe ommopoicenue mpancniaumama (Kiemoy-
Hoe?). C yenvio Kynuposanus ocmpoco OmmopHCeHs.
UHUYUUPOBAHA NYTIbC-MEPANUsL NPEOHUZOLOHOM eX Juvan-
tibus. 04.10.2022 200a evinontena OuacHoCmMuyecKdst
ouoncus mpancniaHmamd.

06.10.2022 200a éo3nuxia ¢hebpurvrasn auxopaoka
0o 39 °C, nabopamopno — Hapacmatnue nposoCcnaii-
TENbHBIX MAPKEPOs, DAKMEPUOTOSULECKOE UCCLe)08a-
Hue kposu om 06.10.22 — pocm Klebsiela pneumonia,
Pseudomonas aeruginosa, wmammul nonupesucmenm-
nute. Ilo pesynomamam MPT opeanos manozo masa: no
3a0Hel NOBEPXHOCMU NOYKU, C PACNPOCPAHEHUEM HA
HUJICHE-NEPEOHION NOBEPXHOCTIL NOYKU NOOKANCYIbHASL
XPOHUYECKAsL 2eMaAmoma HeOOHOPOOHOU CIMPYKIMYPUL,
~ pazmepamu (6epm. % ¢hpoum. * cae.) 10,9 x 7,4 x 3,4 cm
(npestcrue pasmepol 11,7 % 8,2 x 5,0 cm om 06.08.2022,
9,4 x8,81 %5,72cmom 03.08.2022); 6 npoexyuu gepx-
He20 No0Cca NOYK N0 1amepaibHOl NHOBEPXHOCU Onpe-
oensemcs KIUHOBUOHAs 30HA ~ pasmepamu 3,2 X 2,8 cm;
AHATOSUYHASL 30HA NPOCTENCUBAENICS 8 HUNCHEM NOTIOCEe
nouxu ~ pasmepamu 1,5 x 0,8 cm — bonee eposmno

30HbL UHGAPKMA, N0 XOOY J1e8bIX NOOE300UHBIX COCYO08,
8 JIeGbIX OMOENAX MAl020 MA3d COXPAHAIOMCS XPOHU-
yecKue 2eMamomol, MaKxcumaibHovimu pazmepamu 8,0 x
2,0 cm. Cocmosanue nayuenmru pacyeHeno KaKk cencuc
Ha oHe UMMYHOCYNPECCUBHOU mepanuu, 6 Kaiecmee
UCMOYHUKA UHGEeKYUU pacyeHeHa NOOKANCYIbHAsl 2e-
mamoma mpancnaawmama. 07.10.2022 200a evinonie-
HA MPAHCHAAHMATNIKIMOMUSL, PeBU3USL U CAHAYUSL T10JHCA
MpancnIaumama, OmmeHeHa UMMYHOCYNPeCCUBHAs
mepanus, HA3HAYEHA KOMOUHUPOBAHHAST aHMUOAKMe-
puanvras mepanus. Ha ¢one npogedennozo neuenus
COCMOosIHUE NAYUEHMKU C NOTONCUMENbHOU OUHAMUKOU 8
8UO€ CHUMCEHUSL YPOBHS NPOBOCNANUMENbHBIX MAPKEPO8
(CPB, IIKT), 6 bakxmepuanvbnom uccie0o8anuu Kposu
om 11.10.2022 200a pocma Hem, 0OHAKO COXPAHANUCD
INU300bl PeOPUNLHOU TUXOPAOKY, 0Opawala Ha ceos
BHUMANUE AHEMUS. MANCENOU CIenenu, NAHYUMONEeHUSL.
IIpodomicanace anmubakmepuanvras mepanusi, 8biNoJ-
HAIUCL cemomparcghyzuu IP-e3secu.

10.10.2022 200a nonyuen pesyiomam uCmonocu-
YecK020 3aKAIOUEHUs MAmepuanla GUONCUY nNo4eyHo20
mpancnianmama: «Beinoineno cmaunoapmmuoe uccie-
o0osanue ODUONCUU NOYEUHO2O MPAHCIIAHMAMA. C8e-
MOONMUYECKUM MEMOOOM HA NAPAPUHOBHIX CPe3ax ¢
UCNONBb30BAHUEM OKPACOK 2eMAMOKCUTUHOM-303UHOM,
PAS-pearxyuu, oxpacku mpuxpomom no Maccony, umnpe-
SHAYUU conamu cepedpa no Loconcy; ummyHogroopec-
YEHMHBIM MEMOOOM HA CBEHCE3AMOPONCEHHBIX CPE3AX
¢ ucnonvsosanuem FITC-koHbI02UPOBAHHBIX AHMUMEN K
IgA, IgG, IgM, C3, Clq, pubpuny, neekum yensm kappa
u lambda; ummyHnocucmoxumuyeckum UMMYHONEPOKCU-
0a3HbIM Memooom ¢ ucnonvsosanuem anmumen k C4d-
KOMROHenmy cucmemvlt komniemenma u Polyoma-SV40.
Buisgnenvt ougghysuviii msasicensiti myoyaum ¢ oCmpovim

Puc. 1. CeetoBas mukpockomms. Octpoe T-KIIeTOuHOE OTTOPIKEHHE: a — TSDKENBIA TyOynuT (t3) i BeIpakeHHas! HHTSPCTHIIN-
anbHast uHGUIbTpanus (i3), okpacka reMaToKCHIMHOM-3031HOM, X200; 6 — cl1la00BbIPaKECHHBIN SHIAPTEPUUT C SANHUYHBIMU
CyO3HIOTeMHAIbHBIMU TuMGoruTamu (v1), IMIIperHanus cosiMu cepedpa o [Ixoncy, x200

Fig. 1. Light microscopy. Acute T cell-mediated rejection: a — severe tubulitis (t3) and pronounced interstitial infiltration (i3),
H&E stain, x200; 6 — mild endarteritis with single subendothelial lymphocytes (v1), Jones’ methenamine silver stain, X200
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KAHATbYEBbILM HEeKPO30M U 2YCds UHMepCmuyuaib-

Hast uHuIbMpayus, npeocmasieHudas IuM@poyuma-

MU, NIAMAMUYECKUMY KIIeMKAMU, Heumpo@OuibHbIMu

JeUKoyuUmamu U eOUHUYHbLIMU I03UHOPULLHBIMU el

koyumamu (puc. 1, a). B cpeze eduncmeenHnoll npeo-

CMABNEeHHOU apmepuu cpedHe20 Kaiubpa onpeoesics

CAOOBBIPAIHCEHHBLIL IHOAPMEPUUM 8 BUOE HE3HAUUMENb-

HO20 CYOIHOOMENUATLHOLO OMEKA U HEMHOLOUUCTICHHBIX

cybsH0Omenuanvrulx aumpoyumos (puc. 1, 6). Ommue-

YEHO 04a2060€e Pe3Koe YMOIUeHUE CIEHOK OMOETbHbIX

apmepuon u apmepuil MeIKo20 Kaiubpa 3a ciem evipa-

JHCEHHO20 CYOIHOOMENUANILHO20 OMeKd, ¢ CYOMOmas-

Hotl oomypayueti ux npocsema (puc. 2). Knybouxu 6e3

namonozuu. [lpuznakog xponuzayuu Hem, a UMeHHO 2710~

MEPYNOCKNepo3a, myoyn0-uHmepCmuyuaibHo2o huopo-

3a u apmepuonockieposa. Ummynogpuroopecyenmmuoe u

UMMYHOSUCHOXUMUYECKOe UCCLe008AHUS He GbIAGUIU

cneyuguueckoll IKCHpeccul.

Ilo pesynbmamam ucciedosanst 8bIHeCeHo 2UCON0-
2UYECKOe 3aKTIIOYEHUE O COUEMAHHOM NOPAIICEHUU MKAHU
MPAHCHAAHMAMA:

1) ocmpoe T-knemounoe ommopcenue, Banff1I-A, c ne-
SHAUUMENbHBIM IHOapmepuumom (v1), ablpasiceHHvim
myoynumom (13), 8blpadCceHHOU UHMePCMUYUATbHOU
ungurbmpayuet (i3), 0cmpbim KAHATbYEBbIM HEKPO-
30M,; Oe3 NPU3HAKO8 XPOHU3AYULL,

2) ouazoeas ocmpas 0OmMypupyiowas MUKpOaHeUona-
musi mpancnaaumama (ouazosas TMA) ¢ ¢ghoxany-
HbIM pe3KuM CyOIHOOMENUATbHbIM OMEKOM U CY0-
MomanbHoU obmypayueli npoceemos omoenibHuLx
apmepuony.

K cucmonoeuueckomy 3axarouenuro namono2om ovii
cOeNan KOMMeHMapuil ¢ OUASHOCTNIUYECKUM CYIHCOeHUeM
0 MOM, Umo, YYUMblEas HeepudUYUPOBAHHOE NepauY-
Hoe 3a001e8aHue NOYeK ¢ ympamou (YHKYuu 8 Moiooom
603pacme, aHamHes vlcokol Al u eucmonozuyeckyro
Kkapmuny ouaeoeoti TMA, 6o3mooicno nepguunoe 3a60-
nesanue uz epynnuvt al Y C u e2o peyudus 6 mpancnian-
mame.

Yuumuieasn cucmonozuueckoe saxnouenue u 8bicKa-
3aHHOe NAMOLO2OM 8 KOMMEHMAPUSAX K HeMy Npeono-
nodxcenue 06 al'VC kax ocHo6HOU npuduHe ympamol
dyuKkyuu cobcmeennol NouKy, a maxdice mom gaxm,
uymo al'VYC snsemces, no cymu, OUA2HO30M UCKTIOUEHUS,
nayueHmia 6vlia 0000C1e008aHa 8 pAMKAX Ouppepen-
yuanvro2o ouaenoza TMA. Ommeuanoce Hesnauumenv-
Hoe nogvluenue yposus JIAI" 0o 308 Eo/n, npuyenvho
uccne0o6ana cmpykmypa nOnyiayuu dpumpoyumos,
svlasien wuzoyumos 1-2%. Henpsamasn peaxyus Kymo-
ca ompuyamenvuas. Beinonnen UPA na wuea-mox-
CUH — OmpuyamenvHo. Beinonusanacs OuacHoCmuxa am-
mughocponunuonozo cunopoma (APC) — pesynvmamut
mecmos Ha GHMUHYKIeapuvlll pakmop, anmumena K
bema-2 enukonpomeudy, AaHmumena K Kapouorunumy Ig
M/Ig G ompuyamenvhule, 4mo cHudlICaem eposimHOCHIb
Hanuuus nepsuyHo2o u emopuunozo ADLC. Buinoananocs
uccnedosanue cucmemvl Komniemenma —ypogers C3 He-
3HaYUMenbHo Hudice peghpepenmmuuix snavenuti, C4 ¢ npe-
oenax peghepenmuuix 3HaAUEHUU; 8bINOIHALACL OUACHO-
cmuxa ADAMTS-13 6 nnazme — 75,7%, umo ucknioyaem
OUAHO3 «MPOMOOMUYECKAS MPOMOOYUMONEHUYECKASL
nypnypa»; anmumena K pakmopy H 2,6 Eo/mn (N < 32),

Puc. 2. CeroBast Mukpockonusi. Quaropasi ocTpasi 00Typupyolas MUKpOQHTHONIATHS: @ — B CPE3€ MPEICTaBICHBI TPH apTe-
PHOJIBL: JIBE U3 HUX C PE3KUM CyOIHJOTEIHAIbHBIM OTEKOM CTEHKH M 00Typalyel NpOCBETOB, TPEThsl apTepHoiia MHTAKTHA,
PAS-peaxuus, x200; 6 — B cpe3e IpeACTaBICHBI JBE apTEPHOIIBL: OJHA C BBIPAKEHHBIM CyO03HI0TEINAIBHBIM OTEKOM H Pe3-
KHUM Cy)KeHHEM IPOCBETa, BTOpasi MHTAKTHA, UMIPETHAINS CONsIMH cepedpa 1o J[xoHcy, X200

Fig. 2. Light microscopy. Focal acute occlusive microangiopathy: a — the slice shows three arterioles: two of them with severe
subendothelial edema of the wall and lumen narrowing, the third arteriole is intact, PAS reaction, x200; 6 — the slice shows
two arterioles: one of them with pronounced subendothelial edema and severe lumen narrowing, the second one is intact,

Jones’ methenamine silver stain, X200
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umo cHUdCaem 8eposiIMHOCb HPUOOPEMeHH020 (aHmu-
menvroco sapuanma) al 'V C.

B nosbpe 2022 200a 6 knunuueckou Kapmure Ha nep-
b1l NIIAH BbICIYNULA HEBPOLOSUECKAs CUMNIMOMAMU-
Ka — HA (hoHe OMHOCUMENbHO20 OIA20NOY YU NOABUIUCD
INU300bL 2EHEPATUZOBAHHBIX CYOOPO2.

02.11.2022 200a nayuenmxe svinonnena MPT zonos-
HO20 M0O32d, KAPMUHA.:
nooocmpou cyoOO0ypaIbHOlU 2eMamombl 8 1e6ol me-
MEeHHOU 0bnacmu Ha poHe cyOaApaxHOUOAIbHO20 KPO-
BOUBNUAHUS, OOCHOBEPHO HENb3S UCKIOUUMb NPU-
COeOUuHeHUe B0CNAIUMENbHBIX USMEHEHULl N0 MUNY
MeHUH2O3HYehanuma,
npasoCcmoponHell CpeOUHHOU OUCTIOKAYUU.
Buvinonnena nomodanvuas nynkyus: noayyeno 4 mau
CNUHHOMO3208011 JHCUOKOCIU MYMHO-PO308020 YGemd.
Jluxeop evimexan nod nogviutennvim oasnenuem 90 xa-
nenv 6 munymy. L{umonoeuueckoe ucciedosanue auK-
6opa. ysem — po308uili, Mymusii, yumos 4,7 x 1 0%/,
IpUMPOYUMbL 8 OONLULOM KOIUYECTEE, DELOK TUKBOpa —
0,3 2/n. Uckmiouen unghexyuonHulil 2ene3 cyoopoNCHO20
cunopoma.

Hauama npomusocyoopooicnas mepanus npenapa-
mom nesumupayemam 6 0oze 1000 me ¢ cymku ¢ no-
cmeneHHviM yeenuueruem 003vl 0o 1500 me ¢ cymxku.
Ha ¢pone monomepanuu coxpansanucey cyoopodxicHvle
anuzoowl 00 10 paz 3a 24 uaca, k mepanuu 006asien
denodapouman 0,3 e 6 cymku. Ilpu noemopenuu snuien-
MUYECKUX NPUCTYNOS C YeIblo KYRUPOBAHUSL 8600UILCSL
pacmeop muoneHmand Hampus.

Lnumenvroe epemsa KIUHUYECKU NPEeBATUposala Hes-
PONO2UYECKAst CUMIIMOMAMUKA — CEPUU CYOOPOIHCHBIX
NPUNAOKO8 eXHCceOHesHO, 00 6—7 3nu30008 8 CYmMKU, Hd
¢hone basucnoui npomusocyoopooicrhoil mepanuu. Kynu-
POBANIUCH 88e0eHUeM PACMBOPA MUONEHMANA HAMPUS 8
bonbuuUx 003ax.

Jlabopamopno obpawanu Ha cedst GHUMAHUE COXPA-
HAIOWASLCA AHeMUS, KOA2YIONAMUsL, MPOMOOYUMONEHUs.
Ilposoounace ecemokoMROHeHMHASE MepPanus — MpPaHc-
@yzuu DP-636ecu, Kpuonpeyunumama, ce8exce3amopo-
JICEHHOU NIIA3MDL.

Yuumwieas anamnes 3abonesanusn (nesepughuyupo-
BAHHDIL 2OMEPYIOHepPUM, 310KAYeCMBEeHHAS apme-
puanvras eunepmensus, mpuaoa TMA nocie mpanc-
NAAHMAYUY NOYKU), UCKIIOUEHUE BOZMONCHBIX OPYeUX
NePUUHBIX (MPOMOOMUYECKAs MPOMOOYUMONEHUYECKASL
nypnypa, STEC-eemonumuro-ypemuyeckuii CUHOpOM) U
emopuunvix TMA, cocmoanue nayuenmku pacyeHneno
kax peyuous al ' YC nocne nepenecenHol mpancniam-
mayuy nouKu.

B ceaszu ¢ mem umo npeononazaemasn nonvza om
npogedenus mapeemnou mepanuu al Y C npesviuiana
PUCK O 803MOICHBIX NODOUHBIX S18NEHUU, ObLIO NPUHSL-
mo pewieHue 0 Havaie 1edeHus npenapamom Inuzapus
(Oxyauzymad) no cxeme: 900 me 6/6 4 neoenu, Ha 5-1i He-
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oene — 1200 me, 6 nocnedyrowem — 1200 me 6/6 1 pasz 6
2 neoenu, Ha pone aHmubaKmepuaibHOU NPOGUIAKMUKY
MEHUHSOKOKKOBOU UHpeKYuUlU, 61I10Mb 00 NOSAGIEHUSL 603~
MOHCHOCTU BAKYUHAYUU.

C 23.11.2022 200a nauama mapeemuas mepanus.
Ha pone mepanuu, yoce nocie nepgozo 6gedenus, om-
MEUANACh NONONCUMETbHASL KIUHUKO-TAO0PAMOPHAsL OU-
HAMUKA 8 8U0e VIIYUUIEeHUsl 00ue20 COCMOSIHU, pecpecca
2EHEPANUZ0BAHHBIX CYOOPOICHBIX NPUNAOKOE — MOHUYE-
CcKUe U KIOHUYeCKue cyoopoau KynuposaHsl NOTHOCIbIO
Ha (hone cHudicenUss 003bl BA3UCHOU NPOMUBOCYOOPOIC-
HOU mepanuu, CHU3ULACH 8bIPAICEHHOCHb APMePUdTb-
HOU cunepmen3uu, 1abopamopHo — NOGbIUEHUe YPOs-
na mpomboyumos (0o 286 % 10°/1), 2emoanobuna (0o
93 o/n), chudicenue yposus JIII" (0o 196 Eo/n).

Hayuenmra evinucana 27.12.2022 200a dna npo-
OO0JIdICEHUS. MAP2eMHOU MEPAnuLL U NPOEeOeHUst CEAHCO8
3aMecmumenbHoll NOYeUHOU mepanuu amoyiamopHo 8
Ouanu3Hom yenmpe. 3anianuposano evinoaHeHue 2e-
Hemuyecko20 CKpununea naweiu 3aboneeanus: « Amu-
NUYHBLIL 2eMOTUMUKO-YPEMUYECKULL CUHOPOMY C YETbIO
onpeoenenus HeoOX00UMOU OAUMETbHOCINU MAP2eMHOLL
mepanuu u npocHO3a 3a001e6aAHUs.

OBCYXAEHMUE

B mpencraBneHHOM HaONIOAEHWH HWMEET MECTO
AHaMHE3 3JI0Kau€CTBEHHOU apTepualbHON TMIIEPTEH-
3UM M HeBepU(UIMPOBaHHOE 3a00JICBAaHUE, TIPUBE/I-
1ee K TepMUHAIBHOW CTaUH XPOHUYECKON OOJe3HH
noyek. CuMnTomsl, xapakrepusie i al Y C — anemus,
CHIDKEHHE YPOBHS TPOMOOIIMTOB M OCTPOE MOYEHHOE
MOBPEKACHUE TPAHCIUIAHTATA, — PA3BUIIMCH Yy MAIHEH-
TKM B PaHHEM IIOCJICONEPaMOHHOM nepuoae. OnHako
HeCTeU(pUIHbIE CHMITOMBI OBUTH PACIICHEHBI KaK I10-
CJIEZICTBHS KPOBOMIOTEPH 3HAYUMOTO 00BeMa BO BpeMst
OTIepaIT|H, C TIOCIEAYIOMNM (POPMHUPOBAHUEM TEMATOMBI
JI0’Ka TPaHCIUTAHTATa U OTCPOUYCHHOH (DyHKITNEH TpaHC-
rurantara. O0cyxenue nuaraoza TMA cTano BO3MOX-
HBIM B MIEPBYIO O4epe/b Onaroiaps pesysbsraraMm Mop-
(oI0rNYecKOro NccieI0BaHus TKAaHN TPAHCIUIAHTATA 1
OBLIIO 3aTPyIHEHO Ha (DOHE PA3BUTHUS [TOCIICOTICPAIIOH-
HBIX OCJIO’KHEHHI U TEKYIIETO CENTUYECKOTO COCTOSTHHS.
[annoe HaOnoneHNe WUTIOCTPUPYET CIOXKHOCTh JHa-
rHoctuky al 'Y C, a Tak:ke BEpOSITHOCTh OJIarONpHSTHOTO
MCXOJIa TP YCIOBUU CBOEBPEMEHHO yCTAHOBJICHHOTO
JMarHo3a ¥ He3aMeTUTEeNIbHOTO Hadajla afeKBaTHOM
tepamuu. OCOOCHHOCTBIO TAPTETHON Tepanmuu DKYIH-
3yMa0OM SIBIISIETCSI BOBMOXXHOCTD YIyUIIeHUS (PyHKITUH
BOBJICUEHHOTO OpraHa WX MOJIHOTO Perpecca OpraHHbIX
MOpayKeHNH, B JAHHOM TIPUMEpPE — TOJIOBHOTO MO3Ta.

3AKAIOYEHUE

B mocnennue rogpl TeMa JTMAarHOCTHKH U JICUCHUS
al'YC akTuBHO 00CYXIaeTCs B MEIUIIMHCKOM CO00-
HIECTBE W HIMPOKO PACIPOCTPAHCHA B CICIHAIBHOM



KAMHWHECKAS TPAHCTIAAHTOAOT NG

nuteparype. OmHako HECMOTPS Ha MpOCTeHIme u Oa-
HaJIbHBIC KIIMHUYECKHUE TPU3HAKH — TPOMOOITUTOIICHHSI
W TeMOoJIMTHYeCcKas aHeMmus, auarHoctuka al'YC Bce
eITie MPEACTABISACTCS TPYIHON B CBSI3U C OTCYTCTBHEM
MTaTOTHOMOHUYHBIX MPHU3HAKOB U SBJICTCS THAarHO30M
HCKITFOUCHHUS.

Asmopwi 3asens10m 06 omcymemeuu
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