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AHHOTauus

OnucaH CAydain AMarHOCTMKM M AEYEHMs aTUMMYHOTO FEMOAUTHKO-ypemudeckoro cuHapoma (al'YC) — kpaiHe peAkoro 3aboAeBaHMsl, xapak-
TEPU3YIOLLErocst Pa3BUTHEM TPOMOOTUHECKOR MUKpoaHruonatum (TMA) ¢ NpermyecTBeHHbIM OCTPbIM MOBPEXAEHMEM MOYEK, Y MALMEHTKH,
MMeIoLLEN B aHaMHE3€ MHOTOUYMCAEHHbBIE PEeLIMAMBUPYIOLLME 3Mn30Abl TMA € HeppoTUUYECKOM MPOTEMHYPUENR M HaPyLIEHUEM (DYHKLIMM MOYEK.
B 33 HeA nepBoi CamMONPOM3BOAbHOM GEPEMEHHOCTU BrepBble 3aperucTpupoBaHa nporemHypust Ao 0,8 /A, B 38 HeA rocrnuraAmamMpoBaHa
C MpoTenHypHen, MakCMMaAbHO AoCTHraiowen 13 /A, poaopaspelleHa onepaTMBHO, MOCAE YEro B TEYEHME MOCAEAYIOIIMX HECKOABKMX AHEMN
oTMedeHa nporpeccupyiolas TpomboumnTonenmst (Ao 44x10%/A) u aHemumsi. Obpatiasa Ha cebst BHUMaHME HE MOAAQIOLIASIC KOPPEKLIMM CPasy
HECKOAbKMMM TpyMnaMu aHTUIMNEPTEH3UBHBIX MPernapaToB apTepuUaAbHasi TMNepTeH3Usl U IBAEHWUSI OCTPOrO MOBPEXAEHUS MOYeK C a3oTeMmnen
AO 266 MKMOAB/A. MHUUMMPOBaHHAs NAa3MoTepanust He okasaaa spdpekra. [locae UCKAIUEHMst BCEX UHBIX MpuunH TMA MHMUMMpOBaHa Tepa-
Nust 9KyAn3ymaboMm, No3BOAMBLIAs OLICTPO M MOAHO KynupoBaThb siBAeHust TMA. [peactaBAeHHOE HabAIOAEHWE AEMOHCTPUPYET YCMEIHOE AeYe-
Hue peunamsupyioltero tedenust al'YC akyAn3yMabom C AOCTUMXKEHUEM MOAHOTO BOCCTAHOBAEHMSI (DYHKLMM MOYEK Y MALIMEHTKM C FOMO3MUIOTHOM
myTaumern B rene MCP. CTOMT OTMETUTb BaXXHOCTb MTEHETUYECKOIO UCCAEAOBAHMSI AQXKE B TEX CUTyaUMaX, Koraa KanHmyecku al'YC He Bbi3blBaeT
COMHEHMM.
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Various phenotypes of postpartum atypical hemolytic uremic syndrome:
the role of genetic testing in determining prognosis. Case report
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Abstract

We report a case of atypical hemolytic uremic syndrome (aHUS) that occurred after childbirth in a patient with a history of numerous recurrent
episodes of TMA with nephrotic proteinuria and impaired renal function. At 33 weeks of the first spontaneous pregnancy, proteinuria up to
0.8 g/l was first registered, at 38 weeks she was hospitalized with proteinuria, reaching a maximum of 13 g/l, she was delivered promptly, after
which progressive thrombocytopenia was noted over the next few days (up to 44x10%I1) and anemia and severe arterial hypertension, which
could not be corrected by several groups of antihypertensive drugs. Initiated plasma therapy had no effect. After exclusion of all other causes
of TMA, therapy with eculizumab was initiated, which made it possible to quickly and completely stop the phenomena of TMA. The presented
observation demonstrates the successful treatment of recurrent course of aHUS with eculizumab with the achievement of complete recovery of
kidney function in a patient with a homozygous mutation in the MCP gene. It is worth noting the importance of genetic research even in those
situations where clinically aHUS is beyond doubt.
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Beeaenne

ATUnuYHbIN TeMOJIUTUKO-YPEMMUIECKUIA CUHJIPOM
(al'YC) - xpaitHe penkoe 3aboleBaHMe, XapaKTepusylollee-
cs1 pasBUTHeM TpoMOoTHdecKoit Mukpoanruonarun (TMA) ¢
IIpeUMYIeCTBEHHBIM OCTPBIM IOBPEXJEHNEM II0YeK, BO3HM-
Kaiolllee B OCHOBHOM B pe3y/bTaTe IOBPEeXAEHMS CUCTeMON
KOMIUIEMEHTa 9HJOTe/TNaTbHBIX KIeTOK [1].

CrcreMa KOMIUIEMEHTa ABJAETCA KIIOYEBBIM 9JIEMEHTOM
BPO>K/IEHHOTO IMMYHUTETA, UTPAIOLIVIM PElIAIOIIyI0 PO/Ib B /M-
MMHAIMY TTATOT€HOB, MMMYHHBIX KOMIUIEKCOB MJIM KJI€TOYHBIX
ocTaTKoB. KoMIIieMeHT ObICTPO aKTUBMPYETCA B CIIydae YTPO3bl
OpraHM3My, OBHAKO /15 TOTO, YTOOBI 9Ta aKTUBALs OTPaHNYNBA-
JIaCh TOJTIBKO TIOBEPXHOCTBIO ITATOTEHOB M He MOBPEeX/jaTa KIeTKI
X03fMHA, IO/DKHO C/IAKEHHO paboTaTb MHOXXECTBO PErY/IATOP-
HbIX OenkoB. HapylleHye perymaumym cHCTeMBl KOMIUIEMEHTa
IPUBOAUT K 00Pa30BaHNIO IIPOBOCIIAINTEIBHBIX KOMIIOHEHTOB I
HOBpeXeHNIo TKaHeil [2]. [lokasaHo, 9TO MyTaluu B reHax, KO-
nupyroux 6enku-peryasaropst ¢pakrop H (FH), MCP (Membpas-
HbliT KoakTOpHbI IpoTenH) u pakrop I (FI), a Taroke myTarmu,
HPUBOJSALLME K YCUIEHNIO (BYHKIMY Oe/IKOB-aKTMBATOPOB KOM-
wiemeHTa [akroper B (FB) u C3], mpy Ha/mr4mm onpefeneHHbIX
TPUITEPOB [/Is aKTUBALUM BbI3bIBAIOT pasButue al' YC [3-10].

DBepeMeHHOCTD ¥ TIOCTIepOIOBOIL IIEPUOS, ABJIAIOTCA IIePUO-
IaMJ BBICOKOTO PMCKa JyIsl pealusaljuy 9STUX My Taluil B CBSA3U
C TeM, 4TO TI00bIe aKyLIEPCKIe OCTIOXKHEHNUS COIPOBOXKAAOTCS
M30BITOYHO aKTUBaluell KoMIteMeHTa. Pegko al' YC accorm-
MpPOBaH C MYTallMAMY B IeHaX, He CBA3aHHBIX C peryysnueit
KoMIieMeHTa [11].

B 2013 r. BuepBble ommcaHbl 2 pelleCCMBHbIE MyTalUU B
TeHe, KOTOPBIN KOUPYET AMALVITINLEPUHOKMHA3Y SICUIOH
(DGKE). DGKE, xoTopas sKCIpeccupyeTca B HMOJOLMNTAX, 9H-
HOTENMaIbHBIX KJIETKaX M TPOMOOLMTAX, SIB/ISETCS KaTaamsa-
TOPOM LIeIOrO Psifia K/IETOYHBIX IPeBpAIleHNil, B pe3y/bTaTe
KOTOPBIX C/I&XEHHO paboTaeT SHAOTeNMMII M IIOMEPY/IApPHbIIL
¢unprpaunonnsii 6apeep. B orcyrcrsue DGKE mpoucxomnt
HaKOIUIeH)Ee AMALVUIIIMIEPOsIa, YTO NMPUBOIUT K M3MEHEHVIO
(YHKLIUY TOOLMTOB, M3MEHEHMIO (DEHOTUIIA SHAOTENNS U aK-
TUBaLuy TpoMbouuTOB. dTa MyTarms Bei3bBaet al' YC ¢ Mac-
cusHolt nporennypueit (ITY) u mopdornornyeckn HanmoMuHaeT
MeMOpaHonpo/iepaTuBHblil (Me3aHIMOKAIVM/ULAPHBI) I710-
Mepynoredpur [12]. ledekrst B rene DGKE ybTpapenku — OHU
3aTparuBaioT Bcero 2-3% Bcex manueHTos ¢ al' YC. Kak npasn-
710, y HVIX IIepBBIII 911307, O0/Ie3HI Pa3BUBAETCS B IETCKOM BO3-
pacre (o 5 y1eT) u ecTb psx 0cobeHHOCTe, HarpuMep Hedpo-
Tndeckas [1Y, mosponAmomas ommboYHO BECTY STHX MALIVIEHTOB
Kak 60/IbHbIX IoMepynoHedprToM. ObIenpy3HaHHbIe METOMIBI
nedenus al'YC, BK/mo4as 6/10Kajly KOMIUIEMEHTA ¥ I/Ia3MOTepa-
IO, UTPAIOT OTPAHMYEHHYIO porib B iedenun al'YC, cBA3aHHOTO
¢ DGKE, BnusHMe 6710Ka/ibl KOMIIIEMEHTA Ha TOYeYHbIE MCXOMIBI
He ACHO 13-3a PEIKOCTU 3TOTO COCTOAHMAL

INockonbKy y mopapnsmoLieii yactu nanuenTos ¢ alyC B
OCHOBe JIOXUT HAC/Ae[CTBEHHAs /Wi MpUOOpeTeHHas aHO-
Majis KOMIUIEMEeHTa, HO BCTPEYAIOTCs M MHbIe TeHeTHUYeCKue
aHOMAaJINM, He CBA3aHHOE C KOMIIEMEHTOM PYTUHHOE BBINION-
HEHJIe TeHeTNYECKOT0 aHa/MN3a PEKOMEH/YETCsI BceM 60/TbHBIM

C YCTaHOBJICHHBIM KJIMHIYecKY fyarHo3oM al'YC is xapakre-
PUCTHUKIM STUOIOTUIECKOTO paKTOpa, OATBEPXKEHIS IVarHo-
3a 11 OIpefe/eHyst IporyHosa [13, 14].

MbI npefcTaBIsgeM KIMHUYECKOe HAOMIOeHNe PelUUBI-
pytouero tedernsa TMA (c ouepeHBIM TSDKeNTbIM 060CTpeHM-
eM II0CIIe POJOpaspelleHNA) Y MOIOMON KEHIIVHBI C 9IM30/ia-
mu Hedpporndeckoit ITY ¢ gerckoro Bospacta. [lepBoHadanbHO
Hamyu 3anono3peH DGKE-al'YC, HO BBINONIHEHHBII TeHETU-
4eCKUIT aHa/IM3 BBISBII MHYIO IPUYNHY 6OTIe3HN.

ITanuenTtka JVL.A., 2000 r. p., JarecTaHka, poXKIeHHasA OT
6/1M3KOPOAICTBEHHOrO Opaka (manyeHTKa — J04Yb ABOIPOZHBIX
6para u cectpsl), cubc 20 net, 35opoB. Popurenn 3qopoBaL.

B BospacTe 5 neT Ha ¢OHe NONTHOTO 3JOPOBbA BHe3alHOe
pasBUTHE OITYNICHHOCTM, IBUTATENTbHON 3aTOPMOXKXEHHOCTIL.
ITpu ocmoTpe popuTeny oOpaTian BHUMAHUE HA TeMOPPAri-
JecKye BBICHIIAHMA Ha KOXKe TO/IeHell, KPOBOTOYMBOCTD JeCEH.
TocnmranusupoBaHa IO MeCTy >KUTENbCTBA, Ifie IpU 0bCie-
moBaHuy BbLsiBieHa I1Y Hedporuyeckoro yposHs (3,3 1/m) u
HapyieHre QyHKuum nodek (kpearmHuH coiBoporkn — CKp
140-160 MKMO/B//T) B COYETAHUM C apTepMaTbHOI TUIIEPTEH-
3ueit, anemueit (remorno6un — Hb - 89 r/m) n Tpomboruro-
nenneri (40x10°/m). CocTosiHME pacIeHEHO KaK OCTPBIil I710-
MepylIoHeppUT, MHUIMMPOBAHA Tepamus IPefHI30/I0HOM
10 60 MIr/CyT c OBICTPBIM CHIDKEHUEM B CBSI3U C HOPMa/INU3aliy-
eit mokasatesneit Kposu/moun (ITY pgo 1 r/m).

Jlanee 3adMKCUPOBAaHO HECKOIBKO BOJMH CIOHTAHHOIO
Hapacranusa CKp, 6ypoit MOUM U CHIDKEHMsA TPOMOOLMTOB,
ITY ne npesbimana 1 r/a. B 2007 1. Bo BpeMsI 0uepeHOTO 3MN-
3oga CKp - 150 mxmors/i1. Habmonanach B MOCKBe B KPYITHBIX
IpOoQIIbHBIX Te4eOHO-ITPOPIIAKTUYECKNX YIPEKACHIIX.

B 2009 r. Ha ¢oHe OFHOIHEBHON MMXOPafKu Ha QoHe
OCTpOIl PpecIMpaTOpHON BUPYCHOI WMHpeKIuyu (momydma
HeCTepOVfIHblE POTMBOBOCIAINTENbHBIE IIPEelaparsl) II0-
SIBUINCh OONM B JKMBOTE, SMU30K TEMHON MOYM, BSITOCTb,
cmabocTh, 06MIBHOE HOCOBOE KpOBOTedeHue. locnmranusm-
posana: Hb - 62 r/n, tpomGouutsl — 11x10°/71, ITY - 1,5 /1,
CKp - 325 mxMonb/n. VIHUIMupoBaHa tepanus npegHn30Io-
HOM 40 Mr/cyT. 3a BpeMs HaXOXK/eHM B CTallIOHape UCK/II0Ye-
Ha CHCTeMHas KpacHas BOMTYaHKA (AHTMHYK/IEapHBII (HaKTop,
aHTHUTeNa K Bycnupanbroit JTHK orpunarenshsie, C3, C4 KoM-
[TOHEHTbI KOMITIEMEHTa — HopMa, LE-KjieTku oTpuiarenpHole).

Brepsbie ob6cyxpanca pmarHosd al'YC/tpomborideckast
TpoMboLMTONeHIYecKas: My pIypa. BolmonHeHo nccnefoBanme
ADAMTSI13 - 94% (uccmenoBaHye IOBTOPHO BBIIOTHEHO B
2014 r. - pesynbrat 607ee 90%).

B mapre 2010 r. BbIONHeHa Hedpobuomncus: Bcero 4 Kiy-
604Ka, B KIIyOOUKaX OTMedaeTcs o4arosas Iposudeparis Me-
3aHTMOLNITOB, OYaroBoe pacIIVpeHNe Me3aHTWsd, YTOJIIeHMe
6asanpbHOI MeMOpPaHBI, HOTHOKPOBIE KalM/IIAPOB, CKIIEPO3 OT-
IebHBIX COCYAVCTBIX IeTe/b. JMNUTE/NII OT/E/IbHBIX KAHA/IbI[EB
B cocTossHMY OenkoBoit arpodui. [Tpy MMMyHOTMCTOXUMIY 6e3
cBeveHusL. [laHO 3aK/TI0YeHNe O Me3aHIMaIbHOI mponudepanyn.

Ponurenu Bemu nepemnucky ¢ M. Noris u V. Fremeax-Bacchi o
BO3MOXXHOM T'€HETIYECKOM MCCIEOBAaHNY OE/IKOB — PEry/saiTo-
POB KOMIIJIEMEHTa, OFHAKO Ha TOT MOMEHT He ObI/IO PeaKTHBOB.
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B 2014 r. moBTOpHO OCMOTpeHa Ipodeccopom-Hedpo-
JIOTOM, TI0 3aK/IIOYE€HMIO KOTOPOTO Ial[MeHTKa JMMe/la XPOHU-
4eCKMIl TyOY/I0-MHTePCTULMAIBHBI He()PUT, B IIOTIb3Y YeTO OH
mpuBen GakT ImpueMa HeCTePOMTHBIX NPOTMBOBOCIAMUTENb-
HBIX IIpenaparos nepex oboctperveM B 2010 r. [Jayee srm3opst
TPaH3UTOPHOIO CIIOHTaHHOTro HapacTanusa CKp coxpansanmucy,
OJIHAKO He COIPOBOXAAMNUCH TPOMOOLIUTOEHNE.

B 2019 r. kOHCYy/IBTUPOBaHa HePOIOroM, pacyeTHast CKO-
POCTb KIyOOUYKOBON GUIBTPALIMI COCTaBMIA 35 MJI/MWH, 9TO
BBIHECEHO B [INarHO3 KaK XpOHM4eckas 60/1e3Hb 1movek 36 cra-
puu. Berymmna B 6epemennocts ¢ CKp 60 MKMOTIB/ 1T, B MOYe —
crenbl Genka. AHTUTUIIEPTEH3UBHOI TepaINy He HOTy4ara.

B 33 nen Bnepsrie 3apeructpuposana I1Y 0,8 r/m, uro pac-
[[eHEHO KaK OIIMOKa, MOBTOPHO — 0,4 I/71, B CBSI3U C 4eM Jajiee
He olleHuBanach. B 38 Hepn rocnuranusuposana c I1Y, makcn-
MaJIbHO jocTuramoueit 13 r/i, npu 3ToM TpOoMOOLMTOIEeHNN
U aHeMmu He ObIO, pofopaspelieHa oneparusHo 10.07.2021
(pebenox 3000 1, 50 cm, o urkame Amrap 8/9 6amioB), mocie
4yero B TeYeHMe IIOCTeyIOIMX HeCKOIbKUX JIHel OoTMeueHa
nporpeccupyomas Tpombonuronenus (go 44x10°/n) u axe-
must (Hb 62 r/m) 6e3 sBHBIX SIBJICHWIT AMCCEMUHUPOBAHHOTO
BHYTPUCOCYAMCTOTO CBEPTHIBAHNSA M C He3HAYMTETbHBIM IO
JaHHBIM BBIUCKM 06beMOM KposomoTepu (500 mi). Makcu-
MasnbHbI ypoBeHb CKp — 266 MKMOJIB/II.

Iepepenena 8 ®IBY «HMMUI] ATTI um. akap. B.J. Kyna-
KoBa» 17.07.2021 ¢ sBAeHUAMM [bIXaTeIbHON HETOCTATOY-
Hoctn (catypanusa 83-85% Ha arMocdepHOM BO3AyXe), C
BBIPAKEHHON COHMMBOCTbIO M aHypueit. Illnszonuros mo 1%,
makrargerugporeHasa 3400 En/n, npu mocrymienun Tpom60-
el 42x10°/n. TlanenTtka HOJTy4asa aHTUOMOTUKOTEPAIINIO
HIMPOKOTO CIIEKTPa HENCTBUA, YPOBEHDb IIPOKA/JbLUTOHMHA B
HopMe. B cBA3u ¢ HamruneM cuHApoMa TMA mHunumposasa
mwrasMoobmeHHas Tepamus (18.07.2021 u 19.07.2021 Bbimon-
HEHBI 2 ceaHca ITa3MooOMeHa ¢ yhaneHneM 1 o6beMa LupKy-
NUPYIOLIel TIa3Mbl 3a IIPOLEAYpPY), Ha (OHe Yero coCTOsHME
CTabMIN3MPOBATIOCH, OGHAKO AMHAMUKI Ta00PATOPHBIX IIOKA-
3aTeseil He OBITO, COXpaHsIach aHypus. VccinenoBaHa akTUB-
HocTb ADAMTS, cocraBuBmas 62%, 4TO IO3BOINUIIO UCKITIO-
YUTh TPOMOOLIMTOIEHNYECKYIO IYPIYPY, @ TAKXKe MCKIIYeH
Katacrpodudeckuit antudochomunupusii cuagpom (ADC).
VHunumnpoBaHa 3aMeCTUTe/IbHAsA II0YeYHAasI Tepamms.

Kmanueckn amarHos al'YC y manmeHTKH, poKJAeHHO! B
6/1M3KOpOACTBEHHOM Opake, C BOTHOO6pas3HbIM TedeHneM TMA
He BbI3bIBaJl COMHEH, OfIHAKO B CBA3M C TEM, YTO FeHeTUYeCKOe
MCCIefoBaHMe 10 OepeMEeHHOCTM He BBIITONHEHO, a OojbHAsA
UMeJIa C BeTCTBa SMU30/bI ¢ HedpoTudeckoii ITY, MbI mpepamono-
sxumn DGKE-al'YC. B cBasu ¢ Tem, 4TO BCe IpelIecTBYOle
0060CTpeHNsI KyNMUPOBAIUCh CAMOCTOATENBPHO U 3HAYMMOTrO
addekra OT IIA3MOTEPANNM He OBITO, MBI TaKOKe 00CYXaamn
BO3MOXKHYyI0 MyTauuio MCP mnu ppyroro 6enka, CBsI3aHHOTO
¢ MeMOpaHoit, PYHKLNIO0 KOTOPOTro JOHOPCKONI IIa3MOli CIIpO-
Te3MPOBaTb HEBO3MOXKHO. B CBA3M C TSKeCTbIO COCTOAHMA Ma-
L[MeHTKe I10 )KM3HEHHBIM II0Ka3aHMAM MHULIMMPOBAHA TepaIua
3Ky/IM3yMabOM, XOTS MbI IIOHMMaNH, 4T0 B cnydae DGKE-al'YC
B CBSI3U C OTCYTCTBMEM M30BITOYHOI aKTHBAL[MI KOMIITIEMEHTa
TaKas TAKTUKA IIPeICTAB/IA/IACh COMHUTEIbHOIL.

20.07.2021 HavyaTa aHTHMKOMIUTeMeHTapHas Tepamus (AKT)
npenapatrom Jmusapust (AO «[EHEPMYM»), Ha ¢oHe KO-
TOPOII Ha CeAyIolLlye CyTKM OTMEYEHO IOAB/IEHNE MOYMU IO
415 M1 m 0ODbeKTHBHOE yIydlleHue caModyBCTBUA. Kpome
TOTO, OTMeYeHa ¥ MOJIOKUTeNbHAs TabOpaTOpHas AMHAMMUKA:
Hb B Teyenne Hegemn yBenumumics 5o 102 /i, TpoMOOLMTSI —
mo 110x10°/n, makrarmernpporenasa cansmnach 1o 1600 En/.
Ha mepBbiit I1aH BBILUIA apTepyuanbHas TUIEPTeH3Ns, Tpebo-
BaBIllas HasHaueHN:A 4 TPYIN NpemapaToB (IaI[eHTKa IOy-
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Yasia j103apTaH ¢ [MmoTnasnugoM, aMmIogumnH 1 GUCOIponon B
cyOMaKCHMaJIbHBIX [03aX). BBIIIO/IHEH MOMHBIN KYpC MHYK-
i, 60/pHas Bhimucana Ha 30-e CyTKM IIOC/Ie pofopaspelte-
HusA ¢ CKp 136 mkMonb/ 7. ITo MecTy >KUTebCTBa MIPOLOIKEeHA
AKT sxynusymabom.

B pesynbrare CeKBEHMPOBaHMA 3K30Ma MCCIELOBAHBI
reHbl, BXOfiALME B pacluupeHHylo naHenb «al'YCr, Ha Hamm-
YJle TTaTOTeHHBIX/BEPOATHO NMATOTeHHBbIX MyTaluil M BapuaH-
TOB C HeONpeJieNleHHbIM KIMHUYECKUM 3HAYeHUEM COITIACHO
kputepusMm ACMG (American College of Medical Genetics
and Genomics) [15]. B rene MCP, pacrono)XeHHOM B JIOKyCe
1q32.2, B 9K30He 6, 0OHapy>KeHa OHOHYK/ICOTU/IHAA HECUHO-
HIMIYHasA 3aMeHa ¢.767G>A (p.Cys256Tyr) B ToMOSUTOTHOM
COCTOSIHMM. BhIsAB/IEHHBII BApUAHT SAB/IAETCA BEPOATHO IIaTO-
TeHHbBIM, IATOT€HHOCTDb paBHa 80%. YacToTa MyTauuu B OIy-
JIAIIVM Ye/T0BeKa HeM3BeCTHA, Of[HAKO Bce MyTaluy B reHe MCP
KaK B F€TEPO3UTOTHOM, TaK ¥ B TOMO3UTOTHOM COCTOSIHMM ac-
COLUMMPOBAHBI C KpajiHe BBICOKOII IPEPaCIIONIOKEHHOCTBIO K
passutuio al'YC. Ommcan KaK ayTOCOMHO-JOMMHAHTHbIA TUIT
Hac/IelOBaHM, TaK 1 @y TOCOMHO-PeLleCCHBHBbII.

Ha anpenp 2022 . nanyueHTKa HAXOAUTCA HA IIOCTOSHHOM
npueMe 3 TPyII aHTUTUIIEPTEH3UBHbIX IIPENAPATOB, JO3bI KO-
TOPBIX OMM3KM K MUHMMasbHBIM, mpogomkaercs AKT, CKp
83 mxmorb/11, ITY 0,63 r/n. BakiyHMpoBaHa OT MEHMHIOKOKKO-
BOJi, THEBMOKOKKOBOII ¥ HOBOJI KOPOHABUPYCHOI MH(EKINNL.
B xonne suBapsa 2022 r. nepeHec/1a HOBYI0O KOPOHABUPYCHYIO
nHGEKINIOo B 1Ko hopme.

OO6cyxaeHne

OnucaHHpi HaMu CIydaii JAEeMOHCTPUPYET HE TONbKO
yCIlellIHOe JiedeHMe penyauBupymnolero tedenna al'YC, pesnuc-
TEHTHOTO K I/Ia3MOTePAIiy, 9KyIU3yMaOboM C HOHBIM BOCCTa-
HOBJIEHVEM Vi TeMATO/IOTMIECKIX [TOKa3aTeelt, M GpyHKIMN 110-
4eK, HO 1 Ba)KHOCTb T€HETUYECKOTO MICC/IefOBaHMA laXKe B TeX
CUTyalMAX, Korfa KaHudecky al'YC He BbI3bIBaeT COMHEHMIL.

Kaxk nsBectHo, fio nossnenusa AKT al'YC nmen xpaiine He-
6/1arOnpIATHBIN IPOrHO3: CMEPTHOCTD gocturana 25% [16] n
IIPOrPeCCUPOBAHME IO TEPMUHANBHON CTafuy IIOYE€YHON He-
IDOCTaTOYHOCTM PerMCTPUPOBaNoch y 1/2 maryenTos [17].

B TeueHMe MOCTIEAHETO NECATUIETHA OIIMCAHBI MHOMKECTBEH-
Hble KaK BPOXK/IEHHBIE, TaK U IIPHOOpEeTeHHbIe aHOMAINN, CBSI-
3anHble ¢ passutueM al'YC [18]. Y 50-60% maruentos ¢ al'YC
OIMCaHBI pa3HOOOpa3Hble MyTaLM B FeHaX, KOFUPYIOLIMX pa3-
JIMYHBIE 3B€HbA A/IbTEPHATMBHOrO ITy T KOMILIEMeHTa. MyTarun
B rede MCP BoisBisiotcst y 10-15% 6ombHbix [19]. YeraHosme-
HIM€ 9TMOIOTUYECKOT0O CybCTpara JO/DKHO IOMOYb BPady CKOp-
PeKTHPOBATh Jja/ibHellIlee HAOMIOMEHIIE 11 TeYeH e MTAlIeHTa.

OpHako B IepBYI0 HeeII0 IOCTIe HOsiBIeHMs (eHoMe-
Ha TMA MOXHO WCKIIOYUTb TOMBKO TSDKENbIl Aedpuiut
ADAMTS-13, a Taxoke tunmuHbiii I'YC, acconmmpoBaHHbI ¢
Escherichia coli. C y4erom nmaBuHoobpassoro tedenns TMA,
YTO APKO IEMOHCTPUPYIOT BC€ aKyLIepCKMe CITydan, IIPOMe] -
JIeHMe C Haya/lloM Tepaluy HeJOoIyCTMMO. VIMeHHO 1o 3Toit
IpUYMHEe ITa3MOOOMEH MCIIONb3yeTCs B KadyecTBe TepalleB-
TUYECKOI CTpaTeruu 1-it TMHUM [/ Te9eHNs BCeX BapMaHTOB
TMA B akymepcrse. VI3BecTHO, 4TO I/1a3MOOOMEH I1O3BOTISIET
BocronunTh gepuuutr ADAMTS-13, a TakKe 9MMMUHIPOBATD
aHTuTena K akropy H u BocmomHuts ero gedpuunt gaxro-
pom H us monopckoit nmasmel. [Ipy 3ToM mepBblil MaasMo-
obMeH crefyeT MpOBOJAUTD KaK MOXKHO CKOpee, B TeueHue 24 4
nocie marngecranuu TMA [20].

Tem He MeHee manueHTbI ¢ al'YC, KoTopble YyBCTBUTENb-
HBI K II/Ia3Me, — 9TO He TOJIbKO MallMeHThl C ayTOAHTUTEIAMY K
¢daxTopy H, Ho 11 ¢ MyTanusamMu B Oe/IKax- Pery/siTopax KOMILe-
meHTa, Takux kak CFH u CFIL. Ony6nmkoBaHHbIe JaHHbIE O Ha-
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nyenTax ¢ myrauusamu CFH nokassiBatoT 1160 nonHyto, mmbo
YaCTUYHYIO (TeMATOIOTMYECKYI0) PeMUCCHIO TpUMEPHO B 60%
CIy4aeB jedeHys masmoiit [18, 21]. TlaumeHTsI ¢ MyTanuAMu
CFI fieMOHCTPUPYIOT YacCTMYHBI OTBET Ha IIIa3MOTEPaINIo,
a pemuccus JocTuraerca npumepHo B 30-40% mpoedeHHbIx
ann3070B. OHAKO MAVEHTHL C U30/IMPOBAHHON ANCPYHKIH-
eit MCP masmopesnctedTHsI [18, 22, 23]. 910 cBsI3aHO C TeM,
4yto MCP siBsieTcst MeMOPaHOCBSI3aHHBIM PEry/IAaTOPOM KOM-
IUIEMEHTA, 2 He LMPKYIMPYOIINM, I03TOMY OH He IOCTyIaeT
C IOHOPCKOJI M1a3Moit. KpoMe 3Toro, y TaKux naneHToB OIln-
CaHa BBICOKAs JaCTOTA CIHOHTAHHBIX PEMUCCHIL, YTO 3a4acTyI0
ocTaBsieT ux 6e3 CTONMb 3HAYMMBbIX Mu3010B TMA, Tpebyio-
I[YX YPTeHTHOTO I/Ia3MO0OMeHa.

Korma Mbl O3HaKOMMINCH C aHAMHE30M MAIVEHTKH, TO
HPEeAIIONOKIIN Hamuuue Oojee PefKoil TeHeTUYeCcKOoil aHo-
mamn - gedpexra DGKE, oTmmunrenpHon 4epToit KOTOPOro
siBsieTcss HepoTtudeckasi I1Y, KoTopast MOXeT pasperuarbes
CaMOCTOATENIbHO IO CTef0BOI. B aToM ciydyae smMmmpuyeckas
Tepamus 9KyImM3ymMaboM Moria Obl He ITIOMOYb ITaI[VIeHTKe.
Panee mbl yXXe cTanKuBamuch C smmsofamy maccusHoi ITY
y 6onbHOro ¢ BOMHOOOpasHbIM TeueHreM TMA m cuHApoO-
moMm CHepoHa [24], a o aToro Takoit GpeHOMeH OmMCaH mpu
ADC-acconuuposanHoit Hepponaruu [25].

Hecmotpst Ha TO, uTO «6onbliuas» IIY B mepsyio odepenb
SIB/ISIETCS CUMIITOMOM IJIOMepy/ntoHedpuTa, B psifie ClydaeB
OHa MOXXET MMeTb MIIEMUYEeCKYI0 NPUPOAY («peHMH-acco-
nyyposanHas» I1Y). Takaa I1Y xopomo m3BecTHa mpu are-
POCK/IEpOTHYECKOM MTOPaKEHUN IIOYEeYHOIT apTepun [26], Ho,
BUJIIMO, MOXXET OBITb OOYC/IOB/IEHA HE TONBKO UM. «BOTHBI»
HapacTtatouieit ITY y Hamlell manmeHTKY, CKOpee BCero, ObUm
006yCIIOB/IeHBl YCYTyO/IeHeM II0YeYHOl MIIEMUN BCIeCTBIE
PeLMAMBUPYIOILET0 TPOMO00OPA30BaHIs, B IIO/IB3Y Y€ro CBU-
IeTe/IbCTBYeT NosAB/IeH1e MaccuBHolt I1Y B coueTanuu ¢ Hapy-
meHneM QYHKIMU ITOYEK TOMBKO BO BpeMs obocTpennsa TMA.

Ouepennoit sanmm3or, TMA, pa3BuBmMiicA B paHHEM IIO-
C/IEpOJOBOM IIEpMOJe, OKA3aJICs [JIsl Haluell OONbHOM XKNU3-
HeYTpOXKaIoIUM, B CBA3M ¢ 4eM Mbl yMHMDumponBamn AKT,
naxe HecMoTpA Ha nopo3peHue Ha DGKE-al'YC. ITaunent-
ke nHnunuposana AKT skynusymaboM, MOKasaBIlas CBOIO
s dextuBHOCTD Npu al'YC, CBA3aHHOM C GepEeMEHHOCTDIO:
npubmusuTensHo y 90% MalMeHTOB IO HAaHHBIM OMMCAHUA
MaJIoit cepum GONBHBIX TOCTUTHYTA M IeMaToJoTu4ecKas, u
HOYeYHast pEMUCCHsI, XOTA U 00CY>KIAEeTCsI, YTO 3Ta OIS MOT-
7a OBITH 3aBBIIIEHA M3-3a CMEIeHMs IyONMKALMil B IOIb3Y
YCHEeIIHBIX UCXOHOB. B peTpoCHeKTMBHOM WCCIeNOBAaHUU
22 >KeHIIVH, y KOTOPBIX Pa3BMU/ICS CBSI3aHHBIN C GepeMeH-
HocThlo al'YC, y Bcex 10 manmeHTOK, HOMYyYaBIINX TepaINIo
9KyNMMU3yMaboM, JOCTUTHYTa FeMaTONOTNYecKas U [MoYeqHas
pemuccus [27]. CregyeT oTMeTUTD, 4TO B 9 u3 10 ciyuaes
AKT Havyara 13-3a OTCYTCTBUS peakiyy Ha ITa3MOOOMEH.
Hu y opHOro M3 manmeHTOB, NMONTYyYaBIINX JIeYeHNE IKYIU-
3ymMaboM, He pasBU/IACh TePMUHAIbHAs CTAAMs IIOYEYHOI
HeJOCTaTOYHOCTM B KOHILe 2-7IeTHEero HabmiofeHNs, TOrha
KaK OHa 3aperucrpuponana y 6 us 12 (50%) maumeHTos, Ko-
TOpBIE €ro He IMO/Ny4anu. buoaHamorMyYHbI Ipenapar Inn-
3apysi CONMOCTABUM C OPUIVMHAJBHBIM SKyIU3yMaboM IO
s dexTuBHOCTU 1M 6€30IACHOCTY IO JAHHBIM PsAfia KINHU-
YeCcKMX uccaenoBanmin [28-31].

[TpopomxurenpHOocTh AKT 110 cuX IOp He siCHA, U pelleHe
IO/DKHO TIPUHMMATBCS MHAMBUAYanbHO. Hanmndne mo6bIx rexe-
TUYECKVX aHOMAJINi1 KOMIUIEMEHTA IIPECTAB/LIET COOOI PUCK
peumpusa al'YC nocne npexpamienns nedenns. [lo-suaumomy,
Hallla TalMeHTKa go/pkHa npopomkarb AKT, naxke HecMoTps Ha
OTHOCHTE/IBHO «H00pOKaYeCTBEHHbli» BapuaHT MyTanmu. Ko-
JIMYeCTBO 3HAYVMMBIX o1n3010B TMA B TedeHnme XM3HH, COIIPO-
BOXJAOMMXCA MaccuBHoIt I1Y, fenatoT ee moyeyHbI IPOTHO3
6e3 TakoJl Tepanuyu KparHe MeCCUMICTUYHBIM.

3akAloueHue

IIpencraBneHHOe Hab/IOfleHNE [€MOHCTPUPYET BO3MOX-
HOCTb HE TOJIbKO YCIIEIIHOTO JICUEHMSA PpelVUBUPYIOLIETo
tedeHns al'YC, pesucTeHTHOro K I1a3MOTepaIny, 9Ky/Inu3yMa-
60M C JOCTIDKEHMEM IIOJTHOTO BOCCTAHOBJIEHMA (PyHKIMM I10-
YeK, HO ¥ BAXKHOCTb I'€HETUYECKOTO VICC/IENOBAHMS [JaXKe B TeX
CUTYalVAX, Korga kanHndecku al'YC He BbI3bIBaeT COMHEHNI.
B namewm cinyyae al'YC 6bU1 CBsI3aH € TOMO3UTOTHON MyTallu-
el B reHe MCP, 4TO CTajI0 IPUYMHOI I/Ia3MOPE3UCTEHTHOCTH.
YcraHnoBneHye aTnonornyeckoro cyocrpara al'YC He mpefot-
BpaTWIO M3OBITOYHOTO JIEYeHNsI BO BPeMsI OCTPOrO IEPUOJA,
OJHAKO IIO3BO/IMJIO HaM PETPOCIEKTUBHO OLIEHUTb IPUYMHY
He TOJIbKO I/Ia3MOPEe3UCTeTHOCTU ¥ CHOHTAHHBIX PeMUICCHUIL,
HO 1 MaccuBHoli ITY, kotopas u 6y)1eT OTIPENENATh MOYEeYHBIN
ucxop. Kpome toro, Mel cMorimm cooOIuTh MAIeHTKe U ee
CeMbe, YTO HOITOCPOYHbIN IIOYEYHBIN IIPOTHO3 Ha TAKON Te-
panuy ontumyuctideH. OHAKO OCHOBHOJ Hallleil LIe/bI0 SAB-
nstercss npodunaktuka peruausos al'YC, B CBsI3M ¢ 4eM MBI
I/TAHMPYeM IPOJIO/DKATD ee JieueHVe aHTUKOMIUIEMEeHTapHbIM
IIpenapaToM HeOlpeleNeHHO JA/INTENTbHO.

PackpbiTiie MHTepecoB. ABTOpBI [eKIApUPYIOT OTCYT-
CTBJE ABHbIX 1 IIOTEHIIMA/IbHBIX KOH(INKTOB MHTEPECOB, CBS-
3aHHBIX C Ty 6/IMKALVell HACTOSALIel CTaTbU.
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Cnmcok cokpameHmri
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AKT - aHTMKOMII/IEMEHTapHAA Tepanus

A®DC - anTrocONMUIMAHBII CUHEPOM

ITY - nporennypus

CKp - KpeaTMHIH CbIBOPOTKIU

TMA - TpoMb0THYeCcKas MUKPOAHTMOMATH
DGKE - guanyiarimiepyHOKIMHa3a SIICUIOH
Hb - remorno6un
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