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Neurological manifestation (headache and ischemic stroke) is the onset of
the atypical hemolythic uremic syndrome

ATMNHYHbIN FEMONUTHKO-YDEMHYECKHIA CHHAPOM ABRAETCA OPaHHbIM 3a60nesakuem ¢ peakuM (8 10% cnyyaes) BoBneyBHUEM
B NTONIOrMYECKWA NPOLECC UBHTPaNbHOW HEPBHOA CHCTEMbI. BO3MOXHDI CeAyHOL|Me NPOABNEHUA. HapYLUEHUE CO3HAHHA,
CYAOpOrY, OCTPLIE HAPYLIEHHA MO3rOBOTO KPOBOOGPALLEHHS, TPAH3UTOPHBIE HLIEMHYECKHE aTakw, ronoeHas 6onb. pepcTaene-
HO KNWHW4EcKkoe HaBnIneHe MAUMEHTKM, y KOTOPOR B AebioTe 3a6onesaHis npeotnagana HEBPONOrUYECKan CHMNTOMATHKA.
KmoyeBsie CnoBa: HLIEMHYECKMA HHCYNLT, FON0BHAA 6ONb, ATHAMYHSIA FEMOAUTUKO-YPEMUYECKHA CHHPOM

Summary

Atypical hemolytic uremic syndrome is an orphan disease with a rare (10 % of cases) involvement in the pathological process
of the central nervous system. The following symptoms are impaired consciousness, convulsions, strokes, transient ischemic
attacks and headache. Presented by the observation of the patient, which had the neurological symptoms at the onset of the

disease.
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Beepenue

ATHITHYHRIF ~ MEMONMTHKO-YPEMHYECKHH  CHHIDOM
(aI'YC) — xpoHHueckoe CHCTEMHOE MpOrPECCHpYIolliee 3a-
GoneBaHHe ¢ NFEHETHYECKOH NMPEAPAcONOKEHHOCTBIO, KpafiHe
BBICOKHM PHCKOM BHE3AMHOH CMEPTH H HEOGPATHMBIX MOBPEX-
NeHH ¥H3IHEHHO BAXHLIX opraHoB [3]. B ocHose narorenesa
NIEAHT XPOHHYECKAR HEKOHTPOJHPYEMas aKTHBAUMSA anbTep-
HATHBHOIO IyTH KOMIUIEMEHTa, BEMYINaR K reHepanH3oBaH-
HOMY TPoMG006pa3oBaHHIO B COCYNax MHKPOLMPKY/IATOPHO-
FO pycna — TaK Ha3hBAaeMOH KOMILIEMEHT-OMOCPEXOBAHHOA
TpomGoTHYeCcKOR MHKpoaHrHonatuy (TMA) [1]. Pacnipoctpa-
HerHocT, al'YC cocrarmAer 2 Ha 1000000 Hacenenns [8).
OCHOBHBIM OPTaHOM-MHILUEHBIO ARAIOTCA TOYKH, OJHAKO B
pAze CTy4aes BOIMOXHA MEHEPATH3ALHA MHKPOAHTHOMATHH,
NPHBOANAILEH K Pa3BHTHIO MHOXECTBEHHOH HILEMHH C KapTH-
HOM monnopranHoi HegoctarodHocTH [2). TMopaxkenue ITHC
Berpedaerca B 10% ciysiaeB H MOXKET NMPOABNATLCA Hapyule-
HHEM CO3HAHHSA, CYNOPOraMH, OCTPhIMH HapYLIEHHAMH MO3-
rOBOTO  KPOBOOODAILICHHA, TPAaH3HTOPHBIMH HIIEMHYECKHMH
araxamy [7,9). Mopaxenne LTHC moxer 6urms o6ycnornexHo
APTEPHANLHON THIEPTEH3HER H MATONOTHIECKHMH MEXaHH3-
M2MH, CBA3aHHBIMH ¢ LepebpanbHoit TMA [6].
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Marep1anb! H MOTOAbI

MpencrabnseM onHcaHHe KJIHHHYECKOTO Cydas Ma-
LIHEHTKH, MPOXOAHBLICH NEICHHE B HEBPONOTHYECKOM OT/C-
nenun s 6onbubix ¢ OHMK, nanee B HedponorHueckom
oraenennn COKB Nel.

Maunenka b., 1988 r. p. (27 ner), anamHe3 oTsrouleH
9pe3MepHLIM KypeHHeM 10 2-X mauek B AeHb. JleGiot 3a6o-
nepanna (B 2010r.) ¢ NpHCTYNoOB, COMPOBOXAABIIHXCA MH-
rpeHENoN06GHBIMH TONOBHHIMH GONAMH KPAaTKOBPEMEHHOTO
XapaKTepa C CHMIATOAAPCHANIOBBIMH H BATOHHCYNAPHBIMH
CHMMTOMaMH C KTHHHYECKHMH MPH3HAKAMH HPPHTAlHH 06-
NIaCTH CPENHEro Mo3ra (IHMOHKO-PETHKYIAPHBA KOMILTEK-
ca), BCC MPHCTYNH KYNMHPOBANa NPHEMOM aHANbIETHKOB,
IMocTenexHo 4acToTa NPHCTYNOB yBenH4Hack: B 2014 roxy
3-4 pasza B Hezemo, ¢ AuBapa 2015 no 3-5 pa3 s geus. Ilpu
nponenenut MPT ronosHoro Mo3ra B 2014 r. naTosnoruu He
6ni10 BrIABNEHO. B Hauane mMapra 2015 ysenuuwiace HHTEH-
CHBHOCTD MOJIOBHOH 6OMH B MOMEHT MPHCTYNA, Heued et
OT AHAILMETHYECKHX MPENApaToB.

Kpuruaeckuit anuson 30 mapra 2015, xorna ronosHas
6onb CTafna MaKCHMAIBHO BRIPDKEHHOH H, MOMHMO CHMITTO-
MOB, COMPOBOXAABLIHX MPEALUIYIUHE MPHCTYNB (YAYilbe,
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PucyHok 1. MPT ronoBHOro mosra (2 cyTu nocne KpUTMYeckoro anv3oaa 3abonesaHums)

PucyHok 2. MPT ronoBHoro mosra (3 mecsia nocsie KpMTuyecKoro anusoga 3abonesaHms)

yuallieHHoe cepALedveHe, nobaeaHeHWe pyK U HOCOTy6HO-
r0 TPeYronbHKKa, TPEMOP PYK, 60711 B XMBOTE), NOABWIOCH
Henpov3BO/bHOE MOYeVCNYCKaHVe, PBOTa, Aasiee 0CTaHOBKa
[blXaHUsA 1 HapyLUeHWe CO3HaHWA [0 comopa-KoMbl. B HeoT-
NIOXHOM NOpPsIfiKe MauyeHTKa rocnuTaiM3MpoBaHa B cTaum-
oHap, B PAO, nposefeHa TpaxeocTOMMS, OCYLLEeCTBAANACH
ceflaums 1 MHOTPOMHas noadepxka. Mo gaHHbIM KT ronos-
Horo mo3ra (30.03.15): oTeK rofoBHOMO MO3ra, faHHble 3a
04aroBOe MopaXKeHKe TEMeHHON AoNW creBa (HLedannT?).
VckntoueHa anunenTuyeckas akTUBHOCTb, B NIMKBOPE Bbl-
aBneHbl Ig G K Bupycy dnwreliHa-Bapp. Mo pesynbTatam
[OMONMHUTENbHBIX 06CNe[0BaHUI BbISBNEHb! JaHHbIE O re-
Hepasn30BaHHOM XapaKTepe NpoLiecca: NPuU3HaKK1 ULLemMuYe-
CKOro MoBPeXAeHUs CepALa, eBOCTOPOHHAS MHEBMOHMSA 1
rYApOTOpaKC.

Mo MPT ronosHoro mosra (31.03.15): kapTvHa nogo-
CTPOr0 MLLIEMUYECKOTO MH(apKTa Ha rpaHule 6GacceiiHOB
nesblx NMMA n CMA, Menkwii NoAoCTPbIA MLIEMWUYECKUIA
WH(apKT B NpaBoil remmnctepe MOKeYKa, eAVHUYHBIA He-
creuydmryeckuin ouar B 1eBOI TEMEHHOW fore.

B TeueHne nocnefytowmnx HeCKONbKMX CYTOK COCTOS-
HUe COXPaHsNoCh KpaiiHe TshHKenbiM, MporpeccypoBana nou-
opraHHas HegocTatouHocTb (OAK: HeATpotmbHbIA Neiko-
umTo3 28* 109/n, CO 24 Mm/u, aputpoumTsl 3.29* 1012/7.,
remMorniobuH 89 r/n, Tpom6ouuThl 67*109/n, LUM3OLMTOS;
KoarynorpaMma: CMeHa rvnepKoarynauyv runokoarynsuym-
eiA; 6\X aHanM3 KPOoBM: KpeaTUHWH 478 MKMO/b/N, MOYEBMHA
34 mmons/n, NAC 720 E/n, TTTMN 64 E/n, ANT 393 E/n,
ACT 207 E/n, KOK 1663 E/n , amunasa 147 E/n; OAM:
onmroypus, NpoTenHypus; xo-KrI: dpakumsa Boibpoca 0,28,
COKpaLLieHVe TONMbKO anuKanbHoi YacTu, KT He nckova-
t0TCA py6LOBbIE M3MeHeHUs Muokapaa; KT opraHoB rpyaHoii
KNETKW: ABYXCTOPOHHAS MHEBMOHUS).

Ha 3 cyTkun nocne oTMeHbI cegauHH (05.04.15) ypoBeHb

CO3HaHWs - ry6okoe ornyLueHune. Mo KT (06.04.15) nwemu-
UecKwii (hOKyC C reMoppar4eckum NponuTbIBaHWEM B /IEBO
TeMeHHoii fone. Ha doHe NpoBoavMOiA Tepaniy (MMOKOKOp-
TUKOCTEPOUADBI, aHTMOMOTUKY, NNa3MOOOMEH, TeMOANaINS,
aHTWKOArynfHTbI, TeMOCTaTUKM) - NONOXUTENbHAsA AUHaMU-
Ka.

Ha OCHOBaHWW K/IMHWKX OCTPOI MOSMOPraHHON He-
[0CTaTOMHOCTU 6e3 cemncuca, remoNMTUYECKO — aHemMun
(noBbiwenve J1467), wwmsouuTosa, ABC-crHapoMa, TPoOM-
6oLMTONEHNN AMarHoCTMpOBaH CUHAPOM TPOMBOTUYECKON
MUKpOaHruonaTun. VIckmioueH psg 3abornesaHnii, B paMkax
KOTOPbIX BO3MOXEH [jaHHbIA CUHAPOM, & MMEHHO: TPOMOOTU-
yeckas TpomboLMTONeHNYeckas nypnypa (OTCyTCTBUE fe-
thmumTta npoteasbl hakTopa hoH BunnebpaHga (ADAMTS
13) meHee 5%), KaTacTpo(MyecKUii aHTU(OCHONHMHAHBIN
CVHAPOM (HET aHTUTEN K Kapauonunugam, ocdonmnungam),
NapoKCM3MaTbHas HOYHasA remonmnobuHypus (OTCyTCTBME
MHIr-knoHa), MuenonponudgepaTMBHoe 3aboneBaHve (OT-
CYTCTBME KOMUIA MyTaHTHOro annens JAK-2 V617F). Xa-
paKTepHble U3MEHeHNs B CUCTEMe KOMIemMeHTa (CHUKeHne
C3, HopmasibHOe 3HadeHune C4) n Hanmuve TMA nossomm-
/N ANarHOCTUPOBATb aTUMNYHBIA TeMOIMTUKO-YPEMUYECKI
CWHAPOM.

Mo 3aBepLUEHNIO 2 MECALIEB JIeYeHNs - MO/HOe paspe-
LUeHWe MOMMOpPraHHOW HesoCTaTOYHOCTW, C HOpMan3aLmel
nabopaTopHbIX Mokasateneit, No 3xo-KI: pakuys BbIGPO-
ca 0,76, n3mMeHeHUs B nepefenax BO3PacTHOW HOPMbI. B He-
BPO/IOrMYECKOM CTaTyCe: HapyLUeHUs YyBCTBUTENLHOCTMW MO
MONMHEBPUTUYECKOMY TUY, NEBOCTOPOHHUIA HIDKHUIA yMe-
PeHHbI Neputepuyecknii MoHonapes (KNMHMKa NoMHeBpo-
naTum KpUTWUYECKNX COCTOSHWIA), MPaBOCTOPOHHWIA Nerkui
CMeLLaHHbI/ remunapes. lMauyeHTKa OTMeTWNa yNyulleHne
KOTHWUTUBHBIX (DYHKUWIA. ["0M0BHbIE 6011 C COMYTCTBYHOLLEN
BEreTaTMBHON CUMMTOMATUKON PerpeccupoBaiv.



HEBPONOIMA

TMaukeHTKa BIIKOYEHa B PETHCTP NalHEHTOB ¢ opdan-
HeIMH 3aGoneBaHHAMH MHHHCTEPCTBA 3APABOOXPaHEHHA
Caeppiosckoii obnactd. [lonydaeT NOXHIHEHHYIO Tepa-
nMIo IKynH3yMaGoM, Mpenapar ABISETCH [MHKO3HIHPOBAH-
HBIM TYMaHH3HPOBAaHHLIM MOHOKIOHANBHBLIM GHTHTEJIOM H
crasmpaerc ¢ 6enxom C5 KOMILIEMEHTa Ye/10BeKa, oAaBss
aKTHBAUHIO KOMILIEMEHT-OMOCPEA0BAHHONO JIH3HCA KJIETOK.

Ipu ocmoTpe B Hoabpe 2015: NPaBOCTOPOHHHHA HMXK-
HHIA UEHTPAILHLIH PeqUIEKTOPHBIA MOHONApE3, JIEBOCTOPOH-
HHH HIDKHUA NIETKHA THCTaNbHRIA NEPHPEPHIECKHI MOHO-
nape3, THNECTE3Hs THUILHOH MOBEPXHOCTH J€BOH CTOMBI.
IMo nposenenHo# paee MPT ronosHoro Mosra (01.07.15):
€CTeCTBeHHad 3BOMIONUA HH(GApKTOB B J1€BOM MOMYIIApPHH
MO3ra M NpasoM MOMYIApHH MODKEYKa, HecnelnpuIeckuii
o4ar B JIeBOH TeMEHHO o€ (BEPOATHO, COCYAHCTOrO reHe-
3a).

Pesynbrarthi M 06CyX0HME

Mexanu3mM ronosHo# 6o/, HanGonee BepoATHO, HMeEeT
reHes, ONTHCAHHLIH B JIMTCPAaType, KAK MEXaHH3M BOSHMKHO-
BEHHA MHTPeHH npH ApyrHx TMA. O6racHAeTCS YCHICHHRIM
paspylieHHeM TPOMOOLHTOB H BHIIE/EHHEM CEPOTOHHHa,
Ba30aKTHBHBIX BelIECTB, TpoMOGokcana, ofianalomux Ba3o-
KOHCTPHKTOPHOH 8KTHBHOCTBIO H CNOCOGHOCTBIO MOBLILIATS
COCYIHCTYIO IpOHHUAaeMOocTh. CBOGONHI M1a3MEHHRIH Cce-
POTOHHH GRICTPO BHUIC/IAETCA, CHHXKAETCA €T0 KOHUCHTPALHA
HE TOIBKO B ruiaiMe, Ho 1 B UHC. B pesynsrare BazoxoH-
CTPHKTOPHHIE MEXAHHIMEl CMEHSIOTCA Ba3OMIATATOPHH-
MH, cHiDKaeTca nopor Goau, Hapymaerca 6anaHc HouH- H
AHTHHOLIHHUENTHBHOH cucTeM [4]. BaauMmocBa3b naronoruu
CHCTEMBI TEMOCTa3a H TOJIOBHRIX Gosleft MOATBEPXKAAOT PAL

HCCNENOBAHUH, MOKA3aBIIHX, YTO JICICHHE aHTHKOATY/IAHTa-
MH Y 9acTH nauneHToB ¢ AQC MpHBENo K CHHKEHHIO THCIA
M HHTEHCHBHOCTH MPHCTYTIOB rojoBHO# Gonu [5].

YaHTHIBAA NapaCATHTANBHYIO IOKAMH3AUMIO, O4ar Hile-
MHH B JIEBOA TEMCHHOH Joje CleaAyeT pacCMaTpHBaTh, Kak
CMEINaHHEIN BEHO3ABH HHGapKT, BOIHHKWHA Ha QOHE IH-
NEPXOATYINALHH, C TEMOPPArHieCKHM [TPOMHTHIBAHHEM Ha
¢one runoxoarynsunH. HUmerowmit Mecto nepudepuieckuit
nape3 ¥ YYBCTBHTENbHEIC HApYWICHHA MO MOJHHEBPHTHYE-
CKOMY THITY SBJIAIOTCA MPOABJICHHEM MONHHEHPONATHH KPH-
THYECKOTO COCTOAHHA.

3axniovenue

Tsokenoe TedeHHe LECPANTHIECKONO CHHAPOM2 C &TH-
MHYHBIM XAPAKTEPOM CHMITTOMOB, NPOrPECCHpYIOllee €ro
TedeHHe TpeGyerT NMpOBEAEHHA IAETANLHOrO 00GCNeN0BAHHA
U HCKITIOGEHHA HapyMEHHH B CHCTEME reMOCTasa, KOTOphIe
MOryT OBITh MPOABIIEHHEM JKH3HE-YTPOXKAIOIIENO CHCTEMHO-
ro 3a6onepanud. PanHas AHArHOCTHKA MO3BOJIMT CBOEBpE-
MEHHO Ha4arb CHEUH(PHIECKYIO TCPaHI0 H OCYLUCCTBHTDH
MpoHIAKTHKY rPO3HEIX OCHOXHEHHA 3a6aieBatnA. B

Lweanenxo O.B., Banxosa /I.H., TEOY BIIO «Ypany-
cxuti 20cy0apc i MeduyurcKul ynusepcumem Muns-
Opasa Poccuur, kagedpa Hepenvix bane3nel, Heupaxupypzuu
u Yuncxol u, 2. Examepun6ypz Anawusees A M.
, Cmanap A. I, 'BY3 CO «Cseponosckan onacmnan xau-
Huvecxan 6a.rlbnuua Meina Examepun6yp2' Asmop, omeem-

i 3@ nep Ky — Jlapuca He vii@
okbl ru, 620102, 2. Examepunbypz yn, Bonzozpadckas, 185
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