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B nocnedHue 200b1 ommeuaemcs meHOeHYUS K yBeNU1EHUI0 YACOMbL CIIy14aes amunuuHo20
eemonumuKo-ypemuueckoeo cunopoma (al'YC) 6 knunuueckoti npakmuxe épaueti pasHvix
cneyuanvrocmeii. C Kaxobim 2000M KOIUYECNB0 HO307102Ull, NPU KOMOPbLX pecucmpupyemcst
peromen mpombomuueckoii muxpoareuonamuu (TMA), neyxnonno pacmem. Llenamu mepanuu
al'YC sensawomcs uneubuposanie HeKOHMPONUPYemMoli aKmueayuy KOMnaeMeHma, Kynuposamue
nposisnenuti TMA, coxparenue u yryuuernue GyHKYULL NOPANEHHbIX 0p2aH08. [InumenvHolil onvim
UCNONL30BAHUS IKYIUZYMAOA NPOOEMOHCIPUPOBATL €20 NPEBOCXOOHYI0 IPPeKmusHocmy 61a200aps
PAOUKANILHOMY YIYHUIEHUI0 NPOZHO3A 8 60CCMAHOB/IEHUU NOYeuHOT PyHKyuu y navyuenmos ¢ al'yC.

Kntouesvlie cnosa: amunuunvlii zemonummco-ypemuuecxuﬁ cu:—tbpom,
mpom60mu%ecrcaﬂ MuxKpoaHzuonamus, MOP¢OJZOZM‘4€CK&F[ buazHocmuKa, 2eHemuveckoe

MCC]Z@()OB(JHU@, aHmMuKomMniemMeHmapHas mepanus, 3Kyzzu3y7vza6
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HoBble faHHble 0 AuddepeHLManbHoI AUarHoCTUKe
TPOMOOTMYECKOIi MUKPOAHTMONaTUK U BbiGope Tepanuu

ATUNMUYHOI0 reMOIMTUKO-YpemMn4ecKoro cMHapoma
B nocnepHue rofbl OTMEYaeTCA TEHAECHIMA K YBEMMYEHIIO

YaCTOTBI C/Ty9aeB aTUIIMYHOTO TEMOTUTIKO-YPEMITIECKOTO
cunppoMa (al'YC) B KIMHIYECKO TPaKTHKe Bpadeil pasHbIX
CIIeLMAIbHOCTeI. DTO XPOHMYECKOe CUCTeMHOe 3ab07eBa-
HIle TeHEeTHYEeCKOI IIPMPOLbI, B OCHOBE KOTOPOTO JIEXKNT
HEKOHTPO/IVIpyeMas aKTVMBaLV a/IbTePHATUBHOTO ITy TV KOM-
IUTeMeHTa, IPYUBOJAIIAA K TPOMOOTUYECKOI MIKPOAHIMIOMa-
it (TMA) 1 opakeHMIO COCYIOB MUKPOLIMPKY/IATOPHOTO
pycma. OcobeHHO YacTo pasnndHble BapuanTsl TMA BcTpe-
YaloTCA IpY BefieHN! O6O0/IbHBIX B POIOBCIIOMOTaTe/TbHBIX
yapexpennax. TMA B aKyIlepcKoii IIpaKTHKe Pa3BUBaIOT-
51 TaBMHOO6Pa3HO, IOSTOMY IPOBEeHIE CBOEBPEMEHHOIT
nuddepeHIaTbHON AMATHOCTUKM 1 IIPaBUIbHbII BBIOOD
TAKTVKI JIEYeHIs OTIPEe/IAI0T KIMHNYEeCKII IIPOTHO3 Maly-
€HTOK. BaXHO, 4TO CXOfICTBO K/IMHIYECKIX IPOSIBIICHNI IIPN
pasmrusbix Bupax TMA sarpynuseT puddepeHImanpHyo
IVIATHOCTUKY U 9aCTO IPMBOINT K OLIMOOYHOMY Ha3HAYEHIIO
JIeKapCTBEHHBIX ITPETapaToB.

TMA xapakTepHa Ajis psafia 3a60/meBaHmit, Kak mpuobpe-
TEHHBIX, TaK VI HACTTeACTBEHHbIX, ITPY KOTOPBIX IMEET MEeCTO
HOBpeX/IeHe SH/IOTeNsI MUKPOLPKY/LITOPHOTO pycia

C PasBUTHEM MMUKPOAHIMONATNIECKON FeMOTIUTIYECKON aHe-
mun U TpombormTonerny. C KaXIbIM TOTOM KOIMYeCTBO
HOSO0JIOTIL, IIPY KOTOPBIX perucrpupyercst peHomen TMA,
HEYKJIOHHO PacTeT, YTO 00YCIOB/IVBAET IOSAB/ICHNE HOBOTO
BapuaHTa TMA, CBA3aHHOTO C KOPOHABUPYCHOI MH(EKIIEIt.
ITepsonavanpno cungpoM TMA npy 0cTpOM NOBPEXIEHNN
movek ObUI BbLsABIEH y feTeit. O6brdHO mpyunHoit TMA
y IieTell sIB/ISIeTCs KMIeTHast MH(EKI[VsI, BhI3BaHHast GaKTe-
PpyIAMIM, TPOU3BOAIIMY TOKCHH. KimyHydeckuMm cumMmro-
MaMU PV 9TV MH(EKINY AB/IAIOTCA CUIbHAS 607D B XKIBOTE
U KpoBaBas Ayapes. Beylm sTMOOIrMyecKiM areHTOM, OT-
BeTCTBeHHBIM 3a pasutiie TMA, npusnara STEC-napexipys
(Shiga toxin-producing Escherichia coli), BbI3bIBaeMast 11ira-
TOKCHH-TIPORYLIMPYIOLLEN KMIIEYHOM I1a/I0YKON Pas/INM4HbIX
cepoturioB. Bckope nocre omcannst I'YC 61 BbIABIICHBI
crygan I'YCy meteit 6e3 quapen ¢ perpusamut TMA, mpu-
BOJALIVIMY K TEPMJHA/IHON IIOYEYHON HEOCTATOYHOCTIL.
Bosuukso HazaHme «al' YC». Co BpeMeHeM CTaja IOHATHA
POJIb aKTUBALVM ATbTEPHATYBHOTO ITy TV KOMIUIEMEHTA IPU
al'YC u 6bI1a paspaboTaHa aHTMKOMIUIEMEHTapHas Tepa-
A, B cnimy I0CTYIIHOCTY aHTMKOMILIEMEHTAPHOTO IeYeHIA,
a TaoKe 113-3a OTCYTCTBILA CIeHU(ITIHOCTY AVATHOCTIIECKIX
kpurepues al'YC yBemamIach 4acToTa OCTAaHOBKM 3TOTO
AVarHO33, 0COOEHHO Y B3POCIIBIX.

JddekTBHaA HapmakoTepanua. 3/2022



BepeMeHHOCTD cama 10 cefe CITY>KUT YHUBEPCA/IbHBIM TPUIL-
repoM nposiniernst TMA. ITpu stom perotummaeckn TMA
y 6epeMeHHbIX MoyKeT poTeKars 1o iy HELLP-cuuapoma,
HO MOP(OIOTMYECKN U TATOTEHETUIECKN MOYKET ObITh 00-
YCTIOBTIEHA COBEPILIEHHO pas/IMYHbIMY MexaHmsMamn. Eme
B 1984 1. 66111 OITYONMKOBAHbI PE3Y/IbTATHI HAOMIOEHA 32
THAIMEHTKOI1, Y KOTOPOI1 BO BpeMs 6epeMeHHOCT IYarHOCTH-
PpoBasI aieHOKapLITHOMY AMYHMKA 1 IIPOBEIY OTIePaTYBHOE
nevenue. [Tocie pogopaspentenns y Hee pa3uics peHOMeH
TMA 6e3 reMopparudeckoro Konura. Pesyisrarsl 6morncun
HOYKM [TOKa3aay TUIMYHble mpu3Haky TMA — TpoM6bl
B addepeHTHBIX apTeprornax, aHamms Kaa — E. coli mramma
0104:H4, xoTopas 1 cTasia IpMYNHOI pa3BUTUA TUIIYHOTO
al'yC [1]. IIpu 6epemenHocTi TMA siBjisieTcst OfHOI U3 OC-
HOBHBIX IIPMYH Pa3BIUTI OCTPOTO IIOYETHOTO IIOBPEKICHIIS,
KOTOpOe 00YCTIOB/IVBAET BBICOKYIO MAaTEPUHCKYIO CMEPTHOCTD
BO BCEM MUIpe.

Bo Bpemst 6epemeHHOCTH MHOUIMPOBAHME INTA-TOK-
cun-npogyuupytorteit E. coli cioco6cTByeT BOSHUKHOBE-
Huto reHepanm3oBaHHON TMA. VIHdekums npoHnKaeT yepes
IUTalleHTapHBII 6apbep, OpaXkas IUIOf], YTO Je/aeT VICXOT
OepeMeHHOCTI KpaiiHe HeOaronpyusITHbIM [2].

Kpowme Toro, TMA BbIAB/IA€TCA Y IALIVIEHTOB C BUPYCOM MIMMY-
Hopmeduuyta yenoeka (BIY). [Tpu BUY-accormmpoBaHHO
TMA B 1a60paTOpHBIX OKa3aTe/LAX ONPEIe/IAITCS TeMOJII-
TUYecKas aHeMIst, TPOMOOLMTOIIEH IS, IOBBILIEHNE YPOBHelt
HerpsiMoro 6mmpy6uHa, nakratgernaporesasst (JIOT), kpe-
aTVHIHA CBIBOPOTKII, MUKPOCKOIIITYeCKas reMaTypys 1 IIpo-
renHypysL. [Tpy BYY yacToTa TpPOMOOLMTOIICHUN U PYTUX
JTab0paTOPHBIX IIPU3HAKOB COCTABILAET 3-8%, y NAlMEeHTOB
co CITMTom - 30-45%.

B cBoro o4epenb pa3muHbIe CUCTEMHBIE 37I0Ka4eCTBEHHbIE
HOBOOOPA30BaHISI MOTYT BbI3BIBAT IIMPOKMI CIIEKTP KIIN-
HIYecKVX posiennit TMA. Y maIyeHTOB co 3710KadecTBeH-
HBIMY HOBOOOpa3oBanysiMy TMA HepeKo MHAYLMPYeTCs
COOCTBEHHO HeoIlTasMel, a TAKKe IeKapCTBeHHBIMY IpeTa-
paTaMy, VICTIONIb3yeMbIMI JULA ee JIeYeHNA.

B nacrostee Bpemst TMA, accormpoBasHast ¢ GepeMeH-
HOCTBIO, TIO-IIPEKHEMY BBI3BIBAET CTIOYKHbIE IMATHOCTIYE-
CKMe 1 TepaIlleBTHYecKye BOIPOChL. B nepyon nangemMun
COVID-19 nepeq BpadamMy BCTa/IM HOBbIE CTIOXKHBIE 3aIaumt
1o fuddepentmanpHoi suarHoctike TMA y 6epeMeHHBIX.
Jlanee npefcTaB/eH CIy4ail U3 KIMHUYECKON IPAKTUKH,
HOATBEP>KHAIOIINI CTIOKHOCTD AMATHOCTIYECKOTO TIOVCKA
y 6epemennbIx ¢ COVID-19 B SKCTpeHHOJ CUTYALVIL.

Knunuueckuti cnyuaii 1. TlarenTka Ha 27-28-it Hemerte 6epe-
MEeHHOCTY ObU/Ia TOCIIUTa/M3poBana 1o nosoxy COVID-19
U TIOBBILIEHHO TEeMIIEPATypPHl Te/la B Te4eHNe CeMI JHEIL.
CocTosiHMe TIPOJO/DKAIO YXY/AIIAThCS, HapacTasa JiblXa-
Te/IbHasl HEIOCTaTOYHOCTb, MTOSBVIVCH IPU3HAKY IMIIOK-
cnt wiopa. IlarpeHTKa OblIa HAIPABTIeHa B IIEPUHATA/IBHBII
neHTp. ITocme mmTeTbHOI TPaHCIOPTUPOBKY €€ COCTOSTHIIE
yxymumnocs. ITpu nocryrmennu: SpO, — 45%, aHTeHaTaib-
Has rubens 1wiona. [TanyeHTKy MOAKTIOUNIN K aliapaTry
VICKYCCTBEHHOJ1 BEHTVLALIVY JIETKMX, TIPOBEIIY 9KCTPEHHYIO
OIIepario KecapeBa ceveHs1. B ob1ieM aHamse KpOBI: TPOM-
6oruthl — 34 ThIc. En/MKII, 0OHApY>KeHbBI IIM30LMTEI (+++),
akTBHOCTb ADAMTS-13 - 46%. HecmoTpst Ha mpoBefieHIe

Yponorus u Hepponorus

Jlekun ana Bpaden

IUTa3MOMHQY3MM, Yepe3 HefleIIo AlMieHTKa BllajIa B KOMY.
ITpu mpoBeneHNN KOMIIBIOTEPHOI TOMOTpadyy BBLAB/ICHO
cybapaxHoOM/janbHOE KpOBOM3/IUsAHME. B TaHHOM KInHIYe-
CKOM CTTy4Jae Tlepef Bpadamy1 CTOsI/Ia 3a/ja4a IMarHOCTIIECKOTO
BbIOOpa Mexay TMA 11 CMHEPOMOM AMCCEMVHVPOBAHHOTO
BHyTpucocynycroro cBeprbiBanms (JIBC).

OpHUM U3 [UarHOCTMYeCKMX Ipu3HaKoB TMA sBsercs
HIM30LMTO3 B Ma3Ke KpOBY, Torfa Kak rmpu IBC-cunmpome
IIM30LUTOB B TAKOM KOJIMYeCTBe, Kak Ipu TMA, He peru-
CTPUPYIOT.

YCTaHOBJIEHO, YTO LIM30LUTHI YaCTO BCTPEYAIOTCs Y 60/Ib-
HbIX ¢ [IBC, HO Mx 4nmcio o6b14HO He mpesbinraet 0,5%.
Hanuuue mmsouutoB B Konmdectse 6onee 1% cBupeTeb-
crByeT 0 TMA. TakuM 06pasoM, OpUeHTHPYACH Ha HaIye
VIV OTCYTCTBYE IIV30LMTO3a, MOYKHO OIPENENTNTD AVIarHO3
U HA3HAYUTD COOTBETCTBYIOLIEE TIeYeHMe MALVEHTY C ITOfO-
3perneM Ha [IBC-cunppom wm TMA [3].

Koarynormarus npy KOpoHaBUPYCHOI MH(EKINH IPeICTaB-
75T 000t FeHepa/IN30BaHHBII IIPOLIECC C MHOXKECTBEHHBIM
COCYAVCTBIM IIOPAYKEHMEM, B TOM YVCTIe KaIlVJIIAPOB MUKPO-
LIUpKynATopHOro pycna. [Tostomy y manmentos c COVID-19
perucTpupyrTca npusHaku TMA, pasmuHble MILeMITYecKie
HOpaKeHVA KOXKHBIX IOKPOBOB (KOXKHO-HEKPOTITIeCKIIe fie-
(eKTbI), a TaKxoKe MOBBILICHHDI TUTP aHTUTEN K Pochorm-
IIAAM.

B cBA3K ¢ pacpoCTpaHEHHOCTDIO CENTUYECKIX OCTIOKHEHMI
B aKyIlIepCTBe BO BpeMsi 6epeMeHHOCTI U B IIOCTIEPOIIOBOM
TIepuofie y KeHIIVMH MOXKeT pasBUBaTbcs BTopuiHad TMA,
accoumpoBaHHasi ¢ nudexumeit [4]. Pusnonorndeckue re-
CTaLlOHHbIE M3MeHeHN:A y OepeMEHHBIX HEPENKO CBsA3aHbI
C TeMOJIVHaMIYECKMMIY CeNTUYECKIMM U3MEHEeHAM (Taxy-
Kappusi, CHIDKeHIe YPOBH apTepHaIbHOro AaseHnst). Kpome
TOTO, MIMEHHO K/IMHITIecKas KapTHa TMA MoXeT BBIXOUTD
Ha IIepBbIIi IVIaH Ha (POHE CeNTIIeCKOro IpoIiecca, Ipy3Ha-
K1 MHQEKIMY MOTYT OTCYTCTBOBATD. IIpy 9TOM manmeHTs!
C CETICHICOM BCEI7Ia IMEIOT HapyILEHNs CBEPThIBAHNA Pa3HOI
CTeTleHY BbIPaKEHHOCTH — OT HE3HAUMTE/IbHO aKTUBaLIN
mo passepHyTOoro JIBC-cuHzmpoma.

B mocnepgHme TOABI MOSBUIOCH TaKOe ITOHATHUE, KaK Cell-
CUC-acCOLMMPOBaHHAsA MUKPOTPOMOOTIIeCKasA OO/e3Hb.
CuanTaercs, YTO CETCHC, BOSHUKAIOLINII BCTIEICTBYE IIPOHNK-
HOBEHM: B KPOBb Pa3/INMYHbIX IIATOT€HOB, BbI3bIBAET FeHepa-
NM30BaHHOE IOBpeKIeH e SHA0Te/A. OFHAKO HApYIIeHVI
LIeTIOCTHOCTY SHJIOTE/VA COCYZI0B MUHJVIMA/IbHBL, M30BITOYHOTO
HpeNICTaB/IeHN TKaHEBOTO (PaKTOpPa, C KOTOPOTO HauMHAETCS
TUINMYHASA TUIEPKOATY/IALMA, HeT. AKTUBAIMS COOCTBEH-
HOJI CMCTEMbI KOMIIZIEMEHTA ITaTOTe€HOM VI/IM SH/IOTOKCMHOM
[IPOBOLPYET SHAOTEMUATIBHYIO FUCHYHKINIO, CIOCOOCTBYS
5K30LMTO3y MY/IbTUMepOB axTopa Buytebpanma vt akTyBa-
LMY TPOMOOLIMTOB. Y GOJIbHBIX C CEITIYECKMM IPOLIECCOM
cHIpKaeTcs akTuBHOCTb ADAMTS-13. TTocko/mbKy akTMBaLusA
KOMIITEMEHTA IIPH CETICICE B CAMOM He6oTe HeobXOomyMa iyist
YHUYTOXKEHNA ITaTOr€Ha, TEOPETIIECK) aHTYKOMIIIEMeH-
TapHas Tepamys TaKUM IallieHTaM He NoKa3aHa. [loaTomy
TpebyeTcs MHPOPMALVIA O TOYHON POIM KOMIUIEMEHTa
Ha IIPOTrPeCcCUpPYIOLLEN CTafiuy CENTUYECKON MUKPOTPOM-
603M60/IYecKoit 6onesHn [5].

B xavecTBe wrmocTpanyy nposasneHns TMA, BbI3BaHHO
CEIICIICOM, JlaJlee TIPVBEfieH Psf, KIIMHNYEeCKMX CITyqaeB.
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Knunuueckuii cnyuaii 2.'Y 6epeMeHHOI IOCIIe TOCIIUTA-
JM3aLUM B COCTOSTHUY CENTIYECKOTO IIOKa (ITOBBILIeHNEe
TeMIepatypsl Tena fio 40 °C, ypoBeHb apTepHaIbHOTO flaB-
nernst — 80/40 MM pT. CT., GakTepuypus) B IIOCeBax KPOBI,
MOY V1 OKOJIOIUIOFHBIX BOJ, OOHAPY>KeH M30BITOYHBII POCT
Staphylococcus aureus. I1o zTaHHBIM 06CTIEIOBAHNIT, TALIEHTKA
uMerna Bce mpyusHakyu TMA, B 4aCTHOCTY HEKPO3 KOHYMKA
HOCA, ypOBEHb TPOMOOLIMTOB 50 9-14 X 10°/71, KpeaTrHyHa —
200 MKMOTIB/J1, 301 T03. I10 JaHHBIM aHTUIIO6Y/IHOBOTO
TecTa, BbLABTeHa KyMOc-mo3uTHBHAA reMonuTIyecKas aHe-
Myt TakuM 06pasoM, y aLyieHTKY PasBUIICA CETICHC C OCTPbIM
HOpakeHMeM Io4eK — cTaymokokKoBbIi ['YC.

Knunuueckuii cnyuaii 3. Y mpyroit manyeHTKy, KOTOpas
IOCTYNIIA B CTALMOHAp Ha 22-i1 Heflene 6epeMeHHOCTH
B COCTOSTHMM CENITMYECKOTO MIOKA, IPY TOCHMUTaIN3aALIN
BbIABJIEHbI MHOXKECTBEHHbIE IleTexXuu. B moceBax KpoBu
06Hapy>KeH M30bITOUHBII POCT S. aureus. BonbHast mepese-
TIeHa B OT/ie/IeHNe PeaHNMAIV ¥ MHTEeHCUBHOI TepaIniL,
MHTYOMpOBaHa. [{MarHocTpoBaHa aHTeHaTaIbHas Iubelb
I/IOfA, TTPOBefieHa OIlepaliis KecapeBa CedeHNs, U B CBA3M
C aTOHMeI! BBIIONHEHA TOTa/IbHAsA IUCTepaKTOMus. Janee
MManyeHTKe nmocrasyeH guartos «al' YC». OgHako mokasaren
o6111e1 reMO/UTIYeCKOM criocobHocTy KommeMenTa (CH-50)
cocrasumm 10% u menee. [Tomydaercs, 9To IpyMeHeHNE aH-
TUKOMIUIEMEHTAPHOI! TePaIN B ]AHHOM CTy4ae ObIIO IIpo-
TUBOIIOKA3aHO. bI0Kafia aKTMBHOCTY CYICTEMBI KOMIUTEMEHTa
He [I03BO/IV/IA OBI OPTaHM3MY IIPOTIBOCTOSTS MH(EKIMOHHBIM
areHTam. JJaHHbIE KITMHIYECKO TPAKTKI JeMOHCTPHPYIOT,
YTO CJIOXKHBIX BOIIPOCOB /i depeHIanbHON AMarHOCTUKI
TMA craHOBUTCS BCe HOTBIIIE.

Vcxopa 3 coBpeMeHHBIX NPeCTaB/IE€HUI, IMAarHOCTUKA
TMA, Kax IpaBWIO, OCHOBBIBAETCSA Ha BBLAB/ICHUN K/IACCHU-
YeCKOI K/IMHNUKO-Tab0PaTOPHOIT Tpya/ibl — TPOMOOLMTOIIe-
HVIM, MEXaHIYECKOJ TeMOIMTITIECKOI aHEMIM VI OPTaHHOM
IChYHKIMY, 0COOEHHO ITOpakeHN LIeHTPajIbHOI HEPBHOII
cucremsl (ITHC), mouex u cepara. OfHAKO B KIMHUYECKOI
IIPAKTMKe BCTPEYAIOTCA VICK/IIOUeH . TaK, Y TalMeHTKM BO
BpeMs1 OepeMEeHHOCTY OB BbISABIEHBI TSDKeNasi TPOMOOLIUTO-
TeHNsA, TeMONMTUYecKas aHeMus, yposeHb JIIT — 12 780 En/n,
IIM30LUTO3. Pe3y/bTaTel MHCTPyMEHTANIbHBIX METONOB IC-
crnegoBaHMsA — 6e3 0COOEHHOCTelT. YPOBEHb aKTUBHOCTU
ADAMTS-13 - 0%. CnemaH BbIBOZ, O HAIMYMMN Y TALIEHTKI
TpoMbOoTITIecKOl TpoMbormToneHIdecKoi myprypst (TTII)
6e3 oprannoit gucdynkuym. [Ipyu 6epementocty TTII MoxxHO
nuddeperumpoBars 1o THKeIOMY geduuuty (< 10%) ak-
tuBHOCT ADAMTS-13.

ITo maHHBIM peTPOCHEKTVBHOTO MICC/IEIOBAHNA C YIaCTHEM
92 manenToB ¢ TTTI, onpenensemoit 1o HU3KOI AKTMBHOCTH
ADAMTS-13, ocTpoe OBpeX/ieHe [I0YeK PasBIUBaeTCs 6oee
4yeM y TIOTIOBMHBI TTALIMEHTOB, IIPY 3TOM IIOTIOBMHA U3 HUX
OyLyT MMeTb B Ja/IbHEIIlIeM CTOKOe CHIDKeHMe II0YeqHO
¢dysxym [6].

CoBpeMeHHbIE VICCIEIOBAaHNA O3BOISIIOT CAEATh BHIBO,
4TO M36bITOYHAS aKTUBALVA KoMileMeHTa npu TTII 6ymer
mposBIATbCs TMA ¢ ocTpBIM OBpeXXIeHNeM TOYeK.

B MeXXyHapOHBIX pEKOMEH/[ALINSIX 110 TAGOPATOPHOMY 13-
mepernio ADAMTS-13 ot 2020 r. TTII guarHocTupyercs
Ipy aKTMBHOCTY pepMeHTa 10% 1 MeHee [7].

B pyxoBopcTBe Me>xpyHapogHOro 061ecTBa o TpoM603y
nremocrasy (ISTH) o guarsoctuke TTII 2020 r. nHTEpBan
10-20% oueHMBaeTCsl KaK IMOrPAaHUYHBIN ¢ HEOOXOAMMO-
CTBIO MOCTIEAYIOIIETO MCKIIOUEeHNs [PYTMX 3a00/IeBaHMIL.
ITo-BupMMOMY, TTOKa IPUIETCS BBIIETATD «CEPYI0 30HY»
aKTUBHOCTY (epMeHTa C MOHUTOPYHIOM YPOBHS B a/lb-
HeltmeM [8].

ITpu passutyy cumnromMoB TMA y MOTOZBIX JTIOfIel, B TOM
4rICTIe IOHBIX OepeMeHHBIX MAIMeHTOK, HeOOXOIMMO HCKITIO-
yntb TMA, cBa3anHyI0 ¢ feduiyroM Kobanamuna C. 910
penkas popma TMA, mopaxaroiiast B OCHOBHOM eTell ¥ MO-
NopbIxX mopielt. s ee IMarHoCTUKM TpebyeTcs U3MepeHue
YPOBHeji FOMOLVICTE/HA B KPOBY I METY/IMAIOHOBOII KMCTIOTBI
B MOUe WIN IVIa3Me, a TAKKe 00C/IefoBaHe Ha TOMOLICTIIH-
ypuro.

Cyl1ecTBYIOT HacTIeiCTBEHHbIE aHOMAJINM, He CBs3aHHBIE
C CUCTEMOI KOMITIEMEHTa U CIIOCO6HbIe IPUBOAUTB K (op-
muposanuio mposienernit al'YC. B 2013 . BuepBbie 6b111
3aperNCTPUPOBAHbI IBE PELieCCYBHBIE My TAIVN B TeHe a-
IUIINLepOIKMHa3a-31cuIoH (DGKE). DTa MyTaryis BbI3bI-
Baet al'YC ¢ MaccyBHOI IpoTenHypyeil M MOP(OIOTITIecKI
HaIlOMMHaeT MeMOpaHO-TIponuQepaTUBHbI (Me3aHIMOKa-
IWULAPHBIIT) [TIOMepy/1OHeppuT.

ITpu puddepentmanproi guarnoctvike TMA npexpe Bcero
CrIefyeT OLleHNMBATD BIIVHME POfIOpa3pelIeH s Ha perpecc
TMA. B crrydae ecu mociie pofiopaspelieHns OTMeYaeTCs
perpecc cumnromMoB TMA (CHIKeHMe BBIPaXXEHHOCTH Te-
MO/n3a, TPOMOOIUTONEHN), MOXKXHO CHEIaTh BBIBOJ
o Haymuuu npesxnamncuu it HELLP-cunppoma. Ecin
popiopaspelleHye He IpeoTBpalaeT IpOorpecCupOBaHIA
CHMIITOMOB, CJIeflyeT IpefoIaraTh Hadue y HaleHTKH
TTTI, al'YC mnu xaractpoduueckoro aHTudpochommmma-
HOTO CMHJ[POMa.

O6rbenunennas rpymnmna TMA sABseTCs OCHOBHOI IPH-
YIHO PasBUTUA OCTPOTO IIOBPEKAEHMSI II0UEK BO BpeMs
6epeMeHHOCTH 1 TOCTIEPOZI0BOTO Tlepuofa. B cBoio ouepenn
puaraos «al'YC» mo-npexxHeMy CTaBUTCS Ty TeM MCKIIoYe-
HIA, KaK TOTBKO BCe ipyrue npyarHbl TMA OTBeprHyTHI.
Tonpko mocre 3TOro Ha3HAYAETCA AHTMKOMIUIEMEHTapHAA
Tepanys, MOfaB/IAINmasa M30bITOYHYIO aKTUBALNIO KOM-
IUIEMEHTA.

Lensamu Teparum al'YC AB/IsI0TCSE MHTMOMpPOBaHMe HeKOH-
TPO/IVPYeMOJT AKTVBALVV KOMIIEMEHTa, KyIPOBaHIe Ipo-
spneHuit TMA, coxpaHeHue u yy4ieHve pyHKIu nopa-
KeHHBIX OpraHoB. [Tma3Moo6MeH MokasaH B KauecTBe MepBoit
VIV BTOPOI IHMY Teparyy atumraHoro ['YC, B ToM uncre
B KOMOVHALIVN C [PYTUMY BUAMY JTedeHIs1. VICKTiodeHne
cocTaB/AoT HanyeHTs! ¢ MyTanyeit MCP. ITnasmMoo6Men ipu
arymgHoM ['YC MoxkeT ObITb 9 eKTVBHBIM, HO He CHIDKAeT
PpYICKa Pa3BUTHA TEPMIHAIBHO II0YEYHOI HEOCTATOYHOCTIA
Bo Bcem Mupe nipy atummraroM I'YC aHTHKOMITIeMeHTapHas
Tepay1 Ha3Ha4aeTcs IIpU HeOCTaTOYHOM OTBeTe Ha IUIa3-
MOTepaInmio.

I[Tpenapar Jmusapya® — IepBblil POCCUIICKMII 6110aHAIOT
9Ky/MM3yMaba, KOTOPbIil 3P PEeKTUBHO OIOKUPYET TepMu-
HA/IbHBII KOMIUIEKC CHICTeMbI KOMITeMeHTa. [IpoBenieHHbIe
MCC/IETI0BaHNA IIPOfIeMOHCTPUPOBAIN BBICOKYIO 3 PeKTyB-
HOCTb ITperapata J/m3apyA’ B OTHOICHNUY O/IOKMPOBaHYIA
KOMIIOHEHTOB JIVICTAJIBHOTO OTfe/Ia CUCTEMBI KOMIIIEMeH-
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Ta [9-11]. Pe3ynbTarsl nprMeHeHN  IperapaTa y IalieHTOB
carumaabiM 'Y C nopTBepanm ero 3¢ ¢eKTMBHOCTb B OTHO-
IIEHNV KyIMPOBaHMs KIVHUKO-Ta00PaTOPHbIX IIPOSIBIEHNI
TMA n ynyutuennst GpyHKumu modex [12-15].

TeMm He MeHee He CTONT Ha3HAYATb IKY/IM3yMab BCeM TepMI-
Ha/IbHBIM OO/IbHBIM B Ka4eCTBe «Tepalmy oTIasHus». briokama
KOMIUIEMEHTA JI0/DKHA IIPOBOANTCS TOMBKO T10 IIOKa3aHMAM,
€CIIV BCe BO3MOYKHBIE TPUITEPBI BbIAB/ICHBI Y YAAJICHBL.
ITpoBezeHo HabMOATENIPHOE PETPOCTIEKTUBHOE MCCTIEOBAHIE
B3POC/IBIX [Va/IN3-3aBYCYMBIX ITareHToB ¢ al YC, koTopble
HOJTyYa/Iy IVIa3MOTEPAIIIO (IVTa3MOOOMEH) MM IIa3MO06-
MeH 1 9Kynusyma0. B yccrenoBaHny cpaBHMUBAIM BIIMsIHME
Tepay Ha PyHKIVIO IOY€K, ApTepPUanbHYI0 IUIEPTEHSNIO,
IPOTEMHYPUIO, FeMaTO/IOTITIeCKIIe TI0KA3aTeNN, PeLIVBbI
¥ CMepTHOCTD. Cpefy IMalVIeHTOB, IOy YaBIIVX 9Ky/IU3yMab,
y 80% JOCTUTHYTO IOMHOE BOCCTAaHOBJICHME (PYHKIIMM ITOYEK,
100% mipexpatum nyamus, y 20% CHU3UIACh IPOTENHYPUA
U HY Y OfHOTO IIallMieHTa He 3aperiCTPYpPOBAHO peLluayBa
3aboneBanns [16].

Janee nmpuseseH npuMep 3P PeKTUBHOCTY aHTUKOMILIe-
MEHTapHOJ Tepamny [penapaToM 9Ky/I3yMa y ajieHTKI
c atummmysbiM ['YC.

Knunuueckuii cnyuaii 4. JKenmuna, 2003 roga poXueHns.
[ebroT 3ab0meBaHMs XapaKTePU30BaICs OO/IbIO B )KMUBOTE,
muapeeit, mixopajxoit. OHa 6b1a roctTammsuposasa. [Ipu
06cIeloBaHNY BbIAB/ICHDI aHYPYs, YPOBEHb TPOMOOLIUTOB —
124 teic. En/mkn. Haxomumach Ha eXkefHEBHOM [aMain3e
U TIepeTMBAHIIAX CBEXKe3aMOPOXKeHHOI I1a3mbl. HecmoTps
Ha TepaImio, COCTOAHNE MAlVEeHTKN YXYAINIOCh: OCTpOe
HapyIlIeHJe MO3TOBOIO KpPOBOOOPAIleHN I, OTEK TOTIOBHOTO
MOS3T4, IBYCTOPOHH A THEBMOHM I, CHVKEHJIE YPOBH: Te-
Moro6uHa o 67 1/71, pombonuToB Ko 62 Thic. En/mKrI,
JIAT - 3056 En/n, ADAMTS-13 - 37%. Ilpsimast mpoba
Kym6ca - orpunarensHas. IIpyu nccnenoBanum kania ma-
TOTeHHbIe 9HTepobakTepyun He 06Hapy>keHbI. C yueToM
tpuasl I'YC, BOTHOOOpasHBIX M3MEHEHUIT YPOBHS TPOM-
OOLIMTOB, OTCYTCTBISI IOATBEP)KAEHISI OCTPOI KMIIETHOIT
nupexym, uckmoydenus TTII v ayToMMMyHHOI reMonu-
TI4ecKoit aHeMuy 601mbHOI noaTBepkaeH al YC ¢ ocTpbiM
HOBPEXIEHNEM MOYeK M HeOOXOIIMOCTBIO IepenuBaHNIt
CBEXX€3aMOPO>KEeHHOI I/1a3Mbl. [laneHTKe Ha3HaYeHa Tap-
reTHasi KOMIUIEMEHT-O/IOKVIPYIOLIast TePAINs IIPenapaToM
axym3ymab. Crycts iBa rofia ObUI 3aBeplileH AMaJIN3 B CBA3U
C BOCCTaHOBTIeHNeM PyHKIMH modek. OTMedanoch CHIDKe-
HJle YPOBH:A KpeaTHHMHa J10 170 MKMO/Ib/I.

Takum 06pa3om, INTETbHBII OIBIT MCIIO/Ib30BAHNS IKY-
nm3ymMaba IMpOJEeMOHCTPUPOBATI €r0 MIPEBOCXOAHYIO 3(-
(eKTUBHOCTD O/1arofaps paguKaaIbHOMY YIy4dIeHWIO IPO-
THO3a B BOCCTaHOBJICHUM TT0YeYHON QYHKIIMM Y TTALIIEHTOB
¢ al'VC paxe Ha oHe 3aMeCTUTENbHO ITa3MOTEPATINIL.
Hasnauenue sxynusymaba onpaBgaHHO B TeX CAyYasx,
Kor/ja Ha QoHe Mm1asMoo6MeHa JOCTUTHYTa IeMaTo/IoI -
YecKas peMICCHsT, HO COXPAHAETCS IIPOrPeccysl OpraHHON
AMCHYHKLIMNL.

Takum 06pasom, Ipy HOKO3peHNN Ha cucteMuyo TMA
TpebyeTcsi Ipex/ie Bcero mposenenne audepeHInamIbpHoit
IVAaTHOCTVKIL. VIMEHHO afieKBaTHas IVIarHOCTITYeCKast OLleHKa
HIO3BO/IUT YTYYIINUTD VICXOfbI ITAIIVIEHTOB.

Yponorus u Hepponorus

Jlekun ana Bpaden

3HaumumocCTb MOp(I)Ol'IOfM'IECKOﬁ AUarHoCTuKu ana
onpepeneHuaA TakTUKK BeieHnA nauyento ¢ TMA
CoBpeMeHHBDIII IMAarHOCTUYECKNIT aITOPUTM ITO3BOJIAET
addextrBHO ompene/miTh Hamdarie TMA 11 HadaTh eveHe
B MaKCYMA/IbHO PaHHNE CPOKI. ANITOPUTM IOAPa3HesIeTCs
Ha [IBa IMAarHOCTINYeCKyX Tara. Ha repBoM sTare BbIAB/IEHNA
TMA Heo6xXofMMO OIpeIe/Th Ha/I4ye MIKPOaHTMOMATIIe-
CKOTO TeMOJI33, TPOMOOLIMTONIEHNN U OHOTO U3 BAPMAHTOB
OpraHHbIX TOPKEHNIT, Ha BTOPOM — OIIpeenThb popmy TMA,
9TO6BI CKOPPEKTIPOBATD Tepamio. [Ipesxiie BCEro OnpeRessiioT
axTMBHOCTb ADAMTS-13 1 BBIIOMHAIOT aHA/IM3 Ha [INTa-TOK-
cuH. Ilomyyennsie pesynprarhl akTuBHOCT ADAMTS-13 < 5%
ceuperenbcTyor 0 TTII, mpu ADAMTS-13 > 5% Heobxopmmo
VCK/IIOYNTD BTOpPUYHbIe GOpMBL: aHTH(OCHOMITUFHBII CUH-
IpOM, CICTEMHYIO KPaCHYI0 BOT4aHKY, BIY, onkomnoryo u ip.
ITpy nomO>XXUTENbPHOM pesy/nbTaTe aHa/i3a Ha MINTa-TOKCHH
MO>KHO TOBOpUTD O TumdHOM ['YC, accolmpoBaHHOM C 3HTe-
POIIaTOreHHON KMILEYHO ITa/I09KON, PO YLIMPYIOLIEl LIMTa-
nopo6ubi1 TokcuH (STEC-T'YC). Tanee mwist Boisasienns al'YC
Heo6xopuMo onpenermth anTutena k JTHK, anTnHyK1eapHOMy
(bakTOpY, KapAVOMMIINHY U BOTYaHOYHBII aHTUKOATY/IAHT.
Cawmble 607IbIIINE CIO>KHOCTY BBISBIBAET AMATHOCTUKA IPUYUNH
TMA, mpsAMO 1IN KOCBEHHO CBSI3aHHBIX C HAPYILEHNAMMA
PeTy/LALM CHCTeMBbI KOMIUIeMeHTa. I1pu sToM /0601t KoM-
IUTeMeHT-aKTVBVPYIOLIVII TPUITEP 3aITyCKaeT aKTHBALIIO
a/IbTEPHATMBHOTO IIYTY CUCTEMbI KOMIIEMEHTA, a 3aTE€M
B YCTIOBMSAAX fle(pUIINTA OTHOTO U3 (PaKTOPOB, PEIyIUPYIOLINX
AKTVMBHOCTD CYCTEMbI KOMIUIEMEHTA, 9Ta AKTUBALVA CTAaHO-
BUTCA HeKOHTpO/pyeMoit. boree Toro, oHa coco6cTByeT
HOBPEXIEHNIO COOCTBEHHBIX SH/IOTENATbHBIX KJIETOK, 4TO
U TIposiB/IAeTCA KapTuHoii TMA.
Ist pasutist TMA Heo6X0mMO, C OZHOI CTOPOHBI, HATIYNE
HAC/IENCTBEHHOI IIPENPACIONOKEHHOCTH, C IPYTON — BO3JIENCT-
BII€ SHJJOTeIMOTOKCIYecKoro Tpurrepa. [Tpidem stu hakTops!
JIO/DKHBI COOTBETCTBOBATD APYT APYTY 110 CBOE BBIPKEHHOCTIL
Takum 06pasoM, pasHoo6pasie KIMHIIecKux Bapuanto TMA
00YCTIOB/IEHO MHOYKECTBOM MY TALIVI ¥ TPUTITEPOB.
B coBpeMeHHBIX peKOMeHAAINAX o AuarHocTuke al YC mpen-
JIO>KEHO UCIIONb30BAaTh LIeIBII PSAJ| KIIMHUKO-Ta00paTOPHBIX
MeTOJIOB, O3BO/LAIOIINX YTOYHUTD Tprpoxy TMA [17].
HecmoTpst Ha To uTO B 06111eit Hedpponornyt Mopdonorndeckast
BepuduKalys fUaTHO3a IPU3HAHA 30/I0ThIM CTAaHAAPTOM
RuarHoCTHKY, Ipu TMA 6uoricust oYKy Heobs3aTe/bHa.
Jleno B ToM uTO MOpoIOrNYecKue U3MEHEHIS, BBLABILA-
eMble 10 GUOTICHM TIPY Pa3/IMYHbIX 3a00/IeBaHNAX, CTPYII-
MMPOBAaHHBIX IOf], TepMMHOM TMA, OIMHAKOBbI A7 BCEX.
B 607bIIMHCTBE C/Ty4aeB HEBO3MOYKHO OT/IYUTD OFHY GopMy
OT APYTOli IO pe3y/IbTaTaM II0YeYHON OMOIICHY, HECMOTPS
Ha pa3/IIYHble [TATOTeHeTIYECKIIe MEXaHVI3MbI IIOBPEeXX/IEHVI.
Kpowme Toro, y manmenTos ¢ TMA npu nmposefieHyy 61orncum
TIOYKY BO3PACTAET PUCK OCTIOXKHEHMIA.
[MokasaHusAMY K IpoBefeHuo 6uorncuu mouku npu TMA
aparoTca [18]:
= coMHeHUsA B iuarHose al' YC;
= MacCHBHasA HIPOTEUHYPM:A Y OONBHBIX C aHEMMUETL U TPOM-
OOLITOIIEHIEN;
= OTCyTCTBUE 3 eKTa OT ITa3MOTepaIIL;
* TOCIMTANIM3ALNA B CTAIMOHAP B IIO3[HIME CPOKM OT Jie-
6r0Ta TMA;
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= OTCYTCTBME IIOJIHOTO J1a0OpaTOPHOTO CHMIITOMOKOM-
wiekca TMA (uariie Bcero TpOMOOLMTOIEHNUN);
= TOf03peHMe Ha BropuaHble hopMbl TMA;
= TI07I03peHMe Ha XpoHmdecKyo TMA.
Ocrpas TMA xapakTepusyeTcs clemyoleil MOpgosoru-
YeCKoil KapTUHOI: TpoMO030M, HabyXaHUeM SHAOTENS,
¢ukcanuert pparMeHTUPOBAHHBIX SPUTPOLIUTOB B CTEHKE
KaIWITAPHBIX IeTeTb. Pesxe 0TMedaeTcs MesaHTomms ¢ pop-
MUPOBaHMEM MUKpOaHeBpU3M. [l apTepuit 1 apTepuon
HIOMIVIMO TPOM6032a XapaKTepHbI MYKOMIHOe HabyXaHue H-
THMBI, pacllyipeHyue CyOIHA0TeNNANTbHOIO IPOCTPAHCTBA,
MOTYT OTMEYaThCs YYACTKI HEKPO3a ¢ fienosuTamu GpuopyHa
B CTEHKAX COCYT[OB.
ITpn xponudeckoit craguu TMA B xryboukax popmupy-
etcsi Mopdornorndeckuit mpoduip MembpaHomnponudepa-
TUBHOTO I7IoMepynoHedputa. Kpome Toro, onpepnensiorcs
BTOPUYHbIE M3MEHEHNs KITyOOUKOB, BOHUKIIIE B Pe3y/ib-
TaTe UIIeMII BCIeACTBIE BOB/IEYEHNS B IIPOLIECC COCYHOB
MaJIOTO U CpefjHero Ka/mbpa. B pesyisrare penapariBHbIX
IPOLIECCOB B apTePIAX U apTepuosIaX HAOMIONAIOTCS MYIOVH-
TMaIbHas Ipordepanys (0 TUITY «TyKOBOJ LIETyXi»),
apTepUOJIOrMAINHO3.
OnyHaKOBbIIT MOP(OIOrNIeCKII IPOPUIb MOXKET IPUCYTCT-
BOBaTb ITpyt TMA pa3HO¥ STVOIOTUY C PA3INIHBIMI K/IMHN-
YeCKVMI IIPOSIBTIEHNAMY, HO HY B KOEJI Mepe He OIpefieriieT
TaKTHKY JiedeHyis. [Tofixobl K Teparmy 3aBUCAT HpeK/e BCETo
ot nmaroreHesa TMA.
Crenyet oTMeTHTD Psifi 0COGEHHOCTEN MOP(OTIOTIIECKOI
KapTuHbI Ipu TMA, KOTOpas jaeKo He BCeITia IPOSIBILIeTCA
TpOMO6030M KallVJULIPHBIX IIETeTb M apTEPUOTL.
B psne ciydaes Mopdonorndeckas KapTiHa MomMopdHa
U IIPOTUBOPEYNBA, YTO TpebyeT JOMOMTHUTENbHBIX UCCTIe-
TOBaHMIL.
Haubonee yacteim Mopdomnorndeckum npusnakom TMA siB-
JIAETCA paclMipeHyie CyOSHAO0TeNNaNIbHOrO IIPOCTPAHCTBA,
KOTOpOE MOYKET COYETAThCS C MIHTPATIOMMHAIBHBIM TPOM-
6030M, HO Yallje HabIIOFAETCSA U3ONMMPOBAHHO, IPUBOLS
K 3HAUNTEIbHOMY CY>KEHUIO IIPOCBeTa COCyfioB. Takue Ba-
PVaHTBI HOPaXXeHVIA B OO/BIIMHCTBE CTy4aeB BCTPEYAIOTCs]
py BropraHbIX popmax TMA y B3pocrbix maryeHToB. bonee
penxuM nposiBienieM TMA cunTaeTcs KapTiHa SHA0TeNN03a
B BU/JIe YYACTKOB MOAMGVKALINY KAIVULIPHbIX reTenb. Eirte
6oree penkoe Mopdonorndeckoe nposisnenne TMA - me-
3aHTVO/MN3. MeXaHM3MBl pa3BUTIA 9TOV (GOPMBI U3MEHEHNI
He O4YeHb IOHATHBI, HO XapaKTepHbI MIMEHHO UL 3TO ITa-
tonoruu. CriefcTBreM TpoMb03a Iy 00 TypaLmu IPOcBeTa
COCyZIOB 3a cueT HabyxaHust sHpoTenust py TMA siB/istetcst
TAKKe OCTpast VIIeMIA KalVULIPHBIX eTenb. K Hanbornee
TSDKE/IBIM BapUaHTaM ITOPaXEeHs, CBA3aHHOTO C MIIeMIelt,
BBIAB/IAEMBIM PV MOP(OIOTNYeCKOM MCCIIeOBAaHUM, OT-
HOCAT pOPMMpPOBAHNE YYACTKOB UIIEMIYeCKOro MH(papKTa
VIV KAPTUHBI KOPTHKAIbHOIO HEKPO3a.
ITpu xponnueckoit TMA Mop¢onorunyeckas KapTuHa OT-
pakaeT MpOLecChl perapalnny MHOBPEeX/IEHHBIX COCY/IOB.
K xmacciyecknm popmam xponndeckoit TMA otHoCAT Myo-
MHTHMA/IbHYIO pormidepanyio 1 ¢pubpo3 MHTUMBI 110 TUITY
«TYKOBOIJ1 ey X». BoB/iedeHe COCYIOB CpefjHero Kambpa
mpu al'YC BcTpedaeTcst peaKo, HO JOCTaTOYHO XapaKTepHO
Wi aHTUGOCHONMUITUIHOTO CMHAPOMA M CUCTEMHOM CK/IepO-

mepmym. [Ipyras ¢popMa BOCCTaHOB/IEHIS IIPOCBETa COCYZOB —
opraHusanys TpoM60oB. VIHTeppeTals 3TUX U3MeHeHMIt
0COOeHHO 3aTpyJHEHa B MOYEYHOM TPAHCIUIAHTATe, I7ie
CXOKasl KAPTMHA MOYKET ObITh CTIEICTBIEM IIePEHECEHHOTO
COCYAIVICTOTO OTTOPYKEHNA.

Elrje 607ee CloyKHOIT 3a/1a4eit sIB/AeTCS OLjeHKa XPOHMYECKIX
V3MEHEHMIT B KITyOouKax. B oTBeT Ha IOBpeXX/ieHMe SHIOTe-
TS TIPOMCXOAT Tponudeparyis SHAOTENNAIbHBIX KIIETOK,
peMofie/poBaHNe ITIOMEPY/IAPHBIX 6asanbHbIX MeMOpaH
¢ o6pa3oBaHUeM JABOJHBIX KOHTYPOB 1 GOpMUpPOBaHUEM
KapTVHBI MeMOpaHOIIpO/M(epaTIBHOTO INIOMepy/IoHedpuTa
(MIITH) - cBoe06pasHOro Mop¢omorinieckoro narrepHa, 00-
eIVHAIOLIETro IPYIIITY [IOMEPY/IOIATHIA, MMEIOLIVX CXOTHYIO
MOpQONIOrNYecKyIo KapTUHY IPY CBETOBOI MIKPOCKOIINN
6MOIITaTOB, HO Pa3/IMYAIOIIVIXCS [0 STUOIOTY M ITATOTeHe3y.
Mertop uMmyHO(TIOOpecIeHIIMY 03BOLsteT fuddepeHImpo-
BaTb MIII'H - oTcyTCcTBUE CBEYEHMA KIIETOK CBUJIETEILCTBYET
o MIITH, onocpenoBanHoM xponndeckoit TMA [19].
ITomumo atoro npu xporndeckoit TMA yactbiM Mopdorto-
IM4YecKyM (peHOMEHOM SABJIAIOTCA BTOPUYHBIA (POKA/IBHBII
CerMeHTAPHbII ITIOMEPY/IOCK/IEPO3 M IIPM3HAKM MIIIEMITIeCKON
HedpomaTumn.

OpnHa u3 Hanbo/Iee CTI0XKHBIX 3a/1a4, CTOSIINX Iepel MOp-
¢donorom, — ob6Hapy>KeHIe MIHNMAIbHBIX U3MEHEHNI],
xapakTepHbIX A1 TMA. BoisgBneHue make He3Ha4YU-
Te/NbHBIX IPU3HakoB TMA Tpe6yeT HaCTOPOXXKEHHOCTU
U JalbHeIIIero yIy6/IeHHOTO aHa/Iu3a B HallpaB/IeH!N
06Hapy>KeHs BOSMOXKHBIX ITATOIOTHII V1 CYOK/TMHIIECKIX
COCTOSIHMIA, CBA3aHHBIX C HAPYIIEHUAMMY Pery/LALUY CU-
CTeMBI KOMIJIEMEHTA.

B mocnemHume ronst omy6mMKoBaHO HECKOTBKO UCCTIEIOBa-
HIT, HOCBAIEHHBIX U3YYeHNI0 0cobeHHOCTel MOp¢OITo-
TMYeCKOl KapTMHBI B 3aBMCUMOCTH OT pupopsl TMA. Tak,
B KMTAVICKOM MCCIIeOBaHUM M3Y9ay 0COOeHHOCTI MOpdo-
TorydecKoil KapTHbl TMA B 3aBICHMOCTY OT €€ IIPYPOfbL.
HecmorTpst Ha HeKOTOpBIe pasnuuKsA B MOPGOIOrNIecKol
KapTHHe, Ha[IO)KHBIX MOP(OIOIMYECKIX KPUTEPHEB, II03BO-
TSToIMX pasmanTb TMA, accolyMpoBaHHYIO CO 37T0Kave-
CTBEHHOII TUIiepTeHsuelt, akymepckuM I'YC, Bom4aHOUHBIM
HedpuToM, al'YC 11 HOYeYHBIM TPAHCIUIAHTATOM, BBIABUTD
He yzanocs [20].

Octaetcs akTyanbHOI npobnema passutuss TMA mocre
TPaHCIVIAHTALVY IIOYKM. Pa3/midaloT e BO3MOKHBIE (POPMBI
TMA: peunpus al'YC mocrie TpaHCIUTaHTaL TIOYKY U de
novo TMA peHa/bHOTO TPaHCIUIAHTATa. BapuaHThI MOCT-
TpaHCIUIAHTaLMOHHOM TMA MMeIOT CXOf{HbIe MeXaH/3MbI
PasBUTILA C HAPYIIEHMEM PeTry/LALI CUCTeMbI KOMIUIEMEHTa,
HO Pas3/MYaIoTCsA 10 BK/IAJTy FeHeTYecKIX (paKTOpOB U SHT0-
TeMaIbHBIX TpUrTepoB [21]. BaxkHo, uto sanubie dpopmsr TMA
TI0-pa3HOMY OTBEYAIOT Ha IIOfJaB/IeHie CUCTEMbI KOMIUIEMEHTA.
ITpu Bo3BparHoit TMA TpaHcIlaHTaTa TepaneBTUYecKIil
TIOAXOf] 3aK/II0YAeTCA B paHHEM Ha3HAueHUY KOMIUIMEHT-
6noxupyroreri reparm. Torna kax npu de novo TMA nederne
B IIEpPBYIO O4Yepe/b HAIIPaB/IeHO Ha yCTpaHeHe IIPUYIHEL, ee
CIIPOBOLMPOBABIIIEIT,  KOMIUIEMEHT-OTOKMpYIOLIye Ipera-
PaTbl HA3HAYAIOTCSA TPV HATIMYMM CUCTEMHBIX ITPOABICHNI
VIV TIPU OTCYTCTBUY 3¢ PeKTa TepammiL.

OmbIT pearbHON KIMHIYECKON MIPAaKTUKY NIOATBEP>KAAeT,
YTO /I OTIpee/IeHIs TAKTUKY BefleHNs aIeHToB ¢ TMA,
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0COOEHHO TT0CTIe TpaHCIVIAaHTa M 109K, B pAfE CTy4aeB
H€O6XOJII/IM AaHa/IN3 HE TO/IbKO KHI/IHI/IKO-Ha60paTOprIX OaH-
HBIX, HO I TCHETMYECKOI'O NCCIIENOBAHNA.

TeHeTUyeckunit npogunb naumeHToB catunuuHbIm NYC

B renese al'YC 0cHOBHYIO po/b UTPaeT aKTMBaLMA CHUCTe-
MbI KOMIIIEMEHTA C OBpeKieHVeM aHnoTermA. Kimouesyro
ponb B passutyy al' YC mrparor Kak reHeTirdeckue GaKkTo-
PbL, TaK U TPUITEPHBIE (PAKTOPBI OKpY>KaroLert cpenst. [Tpu
9TOM 4eM TsDKeJlee FeHeTUIeCKIIT (GaKTop, TeM MEeHBIINI
TpurTep TpebyeTcs A passutus 3abonesanys. K sHaum-
MBIM FeHeT4YecKIM (PaKTOpaM OTHOCAT My Taluu GakTOpoB
xomiiemenTa H, B, kommnonenTa C3 [22]. MeHee TsyKenbIMu
CUNTAIOTCA MyTaLyy paxtopa I v Hamraye aHTUTEN K PakTOpy
H, xoMOMHMpOBaHHBIE MY TaLIMV ¢ MeMOpPaHHBIM KODaKTOp-
HbIM npoTentoM (MCP).

OcHoBy al'YC cocraBisieT reHe TIIecKy 06y CIIOBICHHBI fie-
(eKT pery/isiiym anbTepPHATUBHOTO [Ty TY KOMIITIEMEHTa, BCTIEf-
CTBJ€ KOTOPOTO IPOVICXOAUT €r0 XPOHIYeCKass HeKOHTPOTIN-
pyeMast akTMBaLys. benKi-peryiaTopsl, KOHTpOIMPYIOIIe
AKTMBHOCTD a/IbTEPHATVYBHOTO ITy TV KOMIIIEMEHTA, MOYKHO
paspenuTh Ha TPy Ipymmbl. IlepByio coCTaBIAOT GaKTOPbI
Pery/IALNy CUCTeMBI KOMIUIEMEHTA, K KOTOPbIM OTHOCATCS
myTauyu pakropa H, I (CFH, CFH/CFHR ru6punet, CFI),
MCP n antnrena antu-CFH. Bropyro rpymimny npefcrasisaior
(aKTOpBI aKTUBALIMM CUCTEMBI KOMITTeMeHTa — C3 1 pakTop
B (CFB). K TpeTbeit 0THOCAT paKTOPBI, CBA3aHHBIE C KOATY-
nALyett, Takue kak Tpombomonymmu (THBD), DGKE [23].
TeneTnyeckne MyTanuy BCTpeYaloTCs B cpefiHeM Y 60%
nmanueHToB ¢ arnmryHbIM ['YC. Y manyeHTOB € reHeTmde-
CKMMU MYTalVSAMU 9acTO HAaOMIONAIOTCA PELVAMBDI laxe
HOC/Ie TIONTHOTO BBI3/IOPOB/ICHMS IO IIPOIIECTBIM TIePBOTO
smmsopa. bonee Toro, y 60% manmenToB ¢ arumiraHbM ['YC
Ha (poHe reHeTIYeCKMX MyTaluit 3a00/1eBaHye IPOrpeccu-
PYyerT KO TepMIHAILHO CTa[My II0YE€YHON HeIOCTATOYHOCTIL
ITpenpacnonoxenHocts k al'YC HacnemyeTcs o ayTocoM-
HO-pelieCCUBHOMY WM @y TOCOMHO-TOMIUHAHTHOMY TUITY
C HETIO/THOJ IIEHeTPAaHTHOCTBIO. B crry4ae ayTocoMHO-periec-
CUBHOTO HaC/IelOBaHNA Y FeTEPO3UTOT 3a00/IeBaHe MOXKET
HPOTeKaTh 6eCCHMIITOMHO, OTHAKO BO B3POCTIOM BO3pacTe
TIOT; BO3/Ie/ICTBYEM BhIpayKEHHBIX TPUITEPOB He MCKITIOUEHO
passutue al' YC. B cry4ae ay TocOMHO-IOMMHAHTHOTO HACTIE[O-
BaHMA Y HEKOTOPBIX MAIIMEHTOB C IarHO30M «ayTOCOMHO-TI0-
MyHaHTHbI1 al'YC» MOXXHO 0OHapYIUTb KOTO-TO U3 IIOCTPa-
TaBIIVX MIV GOTIEIOIIVX POICTBEHHVKOB, HO B OO/IBIIMHCTBE
C/Ty4aeB CeMelTHblil aHaMHe3 OTPULIATe/IbHBII 113-38 CHYDKEHILA
[eHEeTPAHTHOCTM IIATOTeHHOTO BApUaHTa ¥ 6€CCUMIITOMHO-
TO POANTEA, PaHHE! CMepPTI POIUTEIIA VIV IIATOT€HHOTO
BapuaHTa de novo y mpobanpa.

B 060MX reHeTHYeCKMX TUIAX KIMHIYIECKas TSHKeCTb U e-
HOTMII 3a607IeBaHMA YaCTO Pas3IIIAIOTCS Y TIOfielt C OTHUMUI
¥ TeMI >Ke ITaTOTeHHbIMY BapyaHTamit. Takum o6pasoM, He-
BO3MOXKHO IIPEJICKa3aTh BO3PACT HayasIa Vi/ Yy IpOrpeccu-
POBaHMA U MCXOfia 3a00/IeBaHMA.

CoracHo JaHHBIM JIMTEPATYPBI, 1A MALMEHTOB C Pas/ny-
HBIMU BapMaHTaMI TeHeTUYECKIX MY TaLlMi1 XapaKTepHBI de-
Hotummdeckue ocobennocty al'YC. Tax, y 50% manueHToB
¢ myTauysivu B rere C3 3a60/1eBaHyie IPOSIBIIAETCS B IETCKOM
BO3pacTe, 1 y 60jIee IIO/IOBUHBI 13 HUX Pa3BUBAETCS TEPMM-

Yponorus u Hepponorus

Jlekun ana Bpaden

HajIbHaA II0YevHasA HeJOCTaTOYHOCTD. [leHeTpaHTHOCTD reHa
C3 cocrasnset 56%. [lonoxuTenbHbI OTBET Ha IIepeNBaHME
CBEX€3aMOPOKEHHOM I/Ia3Mbl OTMEYaeTCs1 y 57% MaIMeHTOB.
Iocne TpancmanTanyy moykn y 50% mauyeHToB ¢ MyTa-
vy B TeHe C3 pasBrBaeTcs penyays aTumraHoro ['YC.
Y manueHToB ¢ MyTanueii B reHe MCP dacto 3aboneBanye
HauVHAETCS B JE€TCTBE VM HOCUT 6oJee JIETKUIT XapaKTep.
B 80% cnyyaeB y manyeHTOB ITPOMCXOIMT ITO/IHAS PEMUCCHS,
HO 4aCTO HaOIONAOTCs peluauBbL. [IeHeTpaHTHOCTD reHa
MCP cocrassiet 53%. B otHowenun adekruBHOCTY Nede-
HUA CB&K€3aMOPO>KEHHOM TI/1a3MOJ BOSHMKAIOT COMHEHMA.
Cyuetom Toro uto MCP sBsieTcA TpaHCMeMOPaHHbIM Oerl-
KOM, [TaTOTeHeTHYeCK! 060CHOBATh 3¢ (EeKTUBHOCTD IPH-
MEHEHNSA CBEXX€3aMOPOYKEHHOI IIIa3Mbl B JIEYEHUN STUX
TIALIVEHTOB He MPENCTAB/IAETCA BO3MOXXHBIM. B mnreparype
TaHHbIE II0 JIEYEHIIO CBEKE3aMOPOXKEHHOJA II/Ia3MOJ TPYTIIIbI
ManyeHToB ¢ MyTanueit B rene MCP pasmmnyatorcs. ITo He-
KOTOPBIM aHHBIM, ¥ 100% MarjyeHToB MOTYT HAO/IONATHCS
CIIOHTaHHbIe pemuccyy 6e3 IpVMeHeHNsI IIa3MOTEPAIIIIL.
IIporaos nmocne TpaHCITAaHTaLMY OYKY Y JAHHOMN TPYIIIIBI
HAIVIEHTOB B LIe/IOM IIOIOKWUTENbHbIN, 6€3 pelaNBOB.

B cirydae myTanym rena CFBy 70% IaljyieHTOB pasBUBaeTCA
TepMIHa/IbHAsI T0YEeYHAs] HETOCTATOYHOCTD. JJaHHBIX 00 3TOI
MyTaluy HEJOCTaTOYHO, IOCKO/IbKY OHa BCTPEYaeTCA JO-
CTaTOYHO PEIKO.

Y 70% mauyeHToB ¢ MyTarueit B rene CFH 3abonesaHue pas-
BMBAeTCs B paHHEM BO3PAcTe, OUeHb YaCTO HAOTIONAIOTCS pe-
1AuBbL B 60/BIIHCTBE CTyYaeB pa3BUBAETCS TEPMYHA/IbHASL
MoYevHas HEOCTaTOYHOCTD VIV IMEET MECTO JIETaIbHBIN
ncxoyp,. IleneTpaHTHOCTB 3TOrO reHa cocTabiAeT 48%. ITpu
TIEYEHNY CBEXKE3aMOPOXKEHHOM I71a3Moi y 60% HacTymaer
pemuccus, 20% nanueHToB ymMuparoT. [Ipakridecku y Bcex
TAIVIEHTOB ¢ MyTaryeil B reHe CFH 1Ioc/ie TpaHCITaHTaLN
TIOYKI TPONCXOAUT permans al'YC.

ITpu myTauym rena CFL xopupytomiero ¢paxTop I, y HonoBuHbI
HalVeHTOB 3ab0/eBaHMe AeO0THPYET B JETCKOM BO3PACTe,
U B KOHEYHOM UTOTe y GOTIBIIVMHCTBA 13 HUX PasBUBAETCS
Te€pMMHAJIbHAA NOYeYHasA HeJOCTaTOYHOCTh. Pemuccna
Ha ¢oHe IUIa3MOTepany HabIIofaeTcs TOIbKO Y 25% ma-
1yeHToB. ITocne TpancnanTanyy nodky y 70% IalyeHToB
3a60/IeBaHNe BO3BPAIIAETCA B CTydae OTCYTCTBA IPODIIIaK-
TUYECKOI! TepaIiy KOMIUIEMEHT-OIOKIPYIOLIM IIPENapaToM.
It mytarm resa DGKE xapakTepeH fie610T 3a6071eBaHs
B Bo3pacTe Jio rofa. Kak mpasuio, nocre 10 et st manm-
EHTBI yKe UMEI0T chOPMIPOBAHHYIO XPOHIIECKYI0 60/Ie3Hb
noyek. [lenerpantHocTh MyTanuu reHa DGKE cocrasser
100%. Y 80% marjueHTOB HAOIIOfaeTCst peMuccust Ha poHe
IUIa3MOTepanyi. PerayBel Hocre TpaHCIUTaHTalVN TIOYKI
B C/Ty4ae 3TOJ MyTaIlUy He ONVCAHbL.

Y 60onbIIMHCTBA MALMEHTOB ¢ MyTaruelt rena THBD 3a-
6oreBaHMe HAYMHACTCS B IETCTBE, 11 Y IOJIOBUHBI M3 HUX
PpasBUBaeTCA TepMUHAIbHASA [T0Y€YHAsA HEOCTATOYHOCTb.
Jleyenue cBe>Xe3aMOPOXKEHHOM I/1a3Molt B 80% cimydaes 3a-
KaH4YMBaeTCs peMICccHelt. Pellnius nocie TpaHCIIaHTaLum
TIOYKY BCTPEYAETCA PEJKO.

Ha ceropusaurumit feup paspaborana crparndukanms
pucka peruansa al'YC mocse TpaHCIDTaHTaLUY TOYKIA.
Bcex manueHTOB, KOTOPBIM IVITAHMPYETCSA BBINOTHEHE
TPaHCIIAHTAIMMU TTIOYKY, B 3aBCUMOCTH OT Pe3y/IbTaToB Te-
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HETUYEeCKOTO aHa/I13a MOYKHO pasfie/lUTh Ha TPYU IPYIIILL:
HalLMEHThI BBICOKOTO, CPETHETO M HI3KOTO pycKa. K rpymme
BBICOKOTO PUCKa OTHOCSAT MALIIEHTOB, Y KOTOPBIX OB pe-
uuaus al'YC B mpepiiecTByoNieM TPaHCIZIAHTaTe 1/ UK
MMEIOTCS ITaTOTeHHble BapuaHTel TeHoB C3, CFB, CFH
u rubpunHoro amnend gakropa CFH/CFHRI. 9ty mamm-
€HTbI HY>K/IAIOTCA B IIOCTOSHHOI TepaIiy 9KyIM3yMaboM
II0C/le TPAHCIIZIAHTAIMM Ha MPOTSKEHMY BCETO Mepyofia
(YHKUMOHMPOBaHNUA TPaHCIUIAHTATA. [JaliieHT I Iy DI
CpeIHEro pMucKa MMET OTPUIIATEIbHBIN pe3ynbTaT Te-
HETUYECKOTO CKPMHMHIA Ha MYTalluM T€HOB CUCTEMBbI
KOMIIJIEMEHTA, V/IY TIaTOTeHHbI BapuaHT reHa CFI, uim
uupkynupytomye antutena Kk CFH. JlanHas rpynna mna-
I[VIEHTOB HY)X/JA€TCA B Ha3HAYEeHMM IPOPUIAKTIIEeCKOI
Tepamyy SKyIM3yMaboM MOC/Ie TPAHCIUIAHTAlMY TTOYKI.
Yepes rop, Tepanuu py OTCYTCTBUY IPU3HAKOB aKTMBa-
LMY CYICTEMBI KOMIIEMEHTA MOXKHO PacCMOTPETD BOIIPOC
06 OTMeHe aHTHKOMIITIeMeHTapHoro Ipemnapara. K rpymme
HM3KOro pucka pernypusa al'YC mocre TpaHCIUTaHTAImn
MTOYKM OTHOCAT NMALMEHTOB C U30TMPOBAaHHBIMYU My Taly-
samu B reHax MCP v DGKE unu antutenamu npotus CFH,
KOTOpbIe 607IbIlIe He BBLB//IVCH BO BpeMs TPAHCIIAHTa-
L[1IJ IOYKM ¥ Y KOTOPBIX IIOJIOKUTEIbHBII PE3y/IbTaT TeCTa
Ha aHTHTeNna mpotnB CFH 6611 panee npeHTUGUIMPOBaH
KaK eIMHCTBEHHAs aHOMaJIlsA KOMIUIEMEHTa, CBA3aHHaA
cal'YC. ITauyeHTsI IpYyIIIbI HUSKOTO PUCKA He HY>XKJAI0TCA
B Ha3HAYeHUM TPOPUIAKTIYECKOI TepaIi 9KyIU3yMaboM,
OJJHAKO €C/IY II0C/Ie TPAHCIUIAHTALMM Y HUX BO3HUKAIOT
npusHaky TMA, Bonpoc 0 BO30OHOBJICHNMN TeYeHIS 9KY-
nmm3ymaboM obcyxpaercs [24].

Jlanee npencrapieH KIMHUYECKUIT IPUMED, WIITIOCTPU-
pyrowit HabIoeHe 3a MALMEeHTKO IPYIIIbl BBICOKOTO
pucka penupansa al'YC mocie TpaHCITIaHTaIUM MOYKI.
IMaumenTke JI. ¢ al'YC, KOTOpBIiT pa3BM/ICs B paHHEM IO-
CIIepOfI0OBOM Ilepuofie U npuBen K TepMuHanbHoi XITH,
B 2012 r. 6pl/1a BBIO/IHEHA /UIOTPAHCIVIAHTALVS TPYIIHOM
noukn. Yepes nBa rofa Ha QoHe Ayapen pasBUIICS periy-
muB al'YC ¢ KapTHHOI TPOMOOTUIECKOI MIKPOAHTHOIIA-
TUY IOYEYHOTO TPAHCIUIAaHTaTa ¥ TepMuHanbHoi XITH.
ITpy reneTM49ecKOM UCCIEROBAaHUM BBIABIECHBI MYTallVN
¢dakropos CFH n CFI. B 2015 r. manyeHTKe BBITONTHEHA
MOBTOPHAA a//IOTPAHCIIAHTAIMA TPYIIHON IOYKM C Ha-

Nvreparypa

3HaYeHVeM KOMIUIEMeHT-O/I0KUPYIOLell Tepary 9Ky/n3-
ymabom. K HacTosmemMy BpeMeHM IallMeHTKa HaXOUTCSA
Ha TepaIuu sKym3yMaboM B TedeHne ecty ieT. Ha pore
JIe4eHVIs COXPAHAETCSI CTAOU/IbHBLI YPOBEHD KPEaTHHIHA —
125-130 MxMOnb/11. C y4eTOM reHeTI4eCKIX JaHHBIX (MyTa-
st CFH), anamue3sa (perypus al'YC B IpepiecTByomeM
TPAHCIUIAHTATe) AL[VIEHTKa OTHOCUTCS K TPYIIIIEe BHICOKOTO
pucka penynpysa al'YC 1 Hy)XJaeTcsl B IOCTOSHHOI Tepannu
9Ky/IM3yMaboM Ha MPOTHKEHNUN BCero mepruofa GpyHKImo-
HIPOBAHVA TPAaHCIIAHTATA.

B npyrom kmmHM4eckoM npumepe nanyentke E. Ha mep-
BOM FOTy XXM3HM Ha ()OHe KUIIeYHOV MH(EKLIUY C PasBUTUEM
al'YC ¢ OINII npoBopy/ ceaHChbl ITepUTOHEATbHOTO [Ia/I3a
C IIOC/IETYIOLIMM BOCCTAHOB/IeHVeM (PYHKIIN IT04eK, Ha oHe
4ero COXpaHA/Iach apTepuaIbHas IMIIepTeHss. B fabHelieM
K 14 rogam cpopmmposanacs XBII ¢ mocTeneHHBIM Iporpec-
cupoBaHyeM. B 22 rona Habnrofanacs tepmuHabHas XI1TH,
Ha4aro jiedeHye reMopgyanmsoM. Ilepen mmanmupyemori TpaHc-
IUTIAHTAL[YIe}] TTIOYKY IPOBEfEHO TeHETIYECKOe MICCTIEIOBAHIE,
BbLAB/IeHA 30/MpoBaHHas MyTaryisa reHa MCP. Takum o6pa-
30M, C yYEeTOM pe3y/IbTaTOB TeHeTUYeCKOro aHa/m3a (M30My-
posaHHas myTaiyst MCP) maryeHTKa OTHOCUTCSA K TPyIIIe
HM3KOTO pycKa pennya al YC nocyie TpaHCIUIAHTaLIM 11 He
HY>XXJaeTCA B Ha3HAYeHNV IIPOQIUTAKTIIeCKON TepaIyiy 9KY-
nmsyMaboM. TeM He MeHee OHa HYX/JaeTCA B IOCTOSHHOM
HaO/IIOfIeHNY B IOCTTPaHCIVIAHTALMOHHOM IIepHOJie B IIaHe
HACTOPOXXEHHOCTH akTuBalym TMA 1 B cTydae IOsB/IEHNA
npusHakoB TMA - HasHaYeHIN KOMIUIEMEHT-OIOKVpYIOLIeit
Tepammy 9Ky/IM3yMaOoM.

3aKnouenme

Ipemapar dmuzapus® (AO « TEHEPVYM») - nepBblit 61oaHa-
JI0T 9KyNM3yMaba, peKOMOMHAHTHOTO [yMaHV3UPOBAHHOTO de-
JIOBEYECKOI0 MOHOK/IOHA/IBHOTO aHTHTeNa K C5-KOMIIOHEHTY
KoMIIeMeHTa. Tepanuis npenapaToM 9mu3apys” IpUBOIUT
K OBICTPOMY 1 CTaOM/IBHOMY CHYDKEHWIO aKTVBHOCTH Tep-
MMHA/IbBHOTO KOMIIJIEKCAa KOMIIJIEMEHTA U HOpMa/Iu3alun
KomryecTBa TpoMbormToB. [IpoBefieHHbIe MCCTeToBaHNA
HPOJIEMOHCTPYMPOBA/IN BHICOKYI0 3P (DEKTHBHOCTb IIpenapara
y feteit 'y B3pocibix ¢ al'YC B OTHOLIEHMM TIPOSABIEHMI
TMA 1 BoccTaHOB/IeHs (PYHKIIUH TTOYEK.
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Peknama

QJINSAPUA

SQKYNTN3YMAB

MepBbii 6uoaHanor akynmMsymaba's
BbICTPO 1 CTABUNBHO CHWXAET akTUBHOCTb TEPMUHANBHOrO KOMM1eKca
KomnnemeHTa"?

MpenoTtBpalllaeT BHYTPUCOCYANCTbI reMO/In3 Y 60/bHbIX MapOKCU3MaibHOM
HOYHOW reMornobuHypunen™?

YquLuaeT Ka4yeCTBO XN3HN I'IEiLl,l/IeHTOB1

Kpatkas MHCTpYyKLMA MO MeAULIMHCKOMY NPUMeHeHuIo npenapata dnusapusa®. PerncrtpaumoHrHslin Homep: /1M-005395-110319. dapmakoanMHamuka. Skynnsymat noaasnseT akTMBHOCTb T@PMUHANBHOrO KOMMeKca Komnnie-
MeHTa YenoBeka, 06/1aas BbICOKON ahdUHHOCTLIO K ero C5-KOMNOHEHTY, BCAIEACTBNE Hero NoHOCTLIO 6/I0KMPYeTCa paciuennerre koMmnoHeHta C5 Ha C5a n C5b n 06pa3oBaHne TEPMIUHANBHOrO KOMMEKCa KOMMNAeMeHTa
C5b-9. Takum o6pasoMm, akynn3ymad BOCCTaHaBNMBAET PEryaUMio akTMBHOCTY KOMNNEMEHTa B KPOBW M NMpeAoTBpallaeT BHYTPUCOCYAUCTLIA FreMONN3 Y NALMEHTOB C NapOKCM3ManbHON HOUHOM remornobuHypueit (MH),
a Takxe NpefoTBpaLLaeT N3GbITOUHYI0 aKTUBHOCTb TEPMIUHA/IBHONO KOMM/EKCa Y NaLUMEeHTOB C aTUMUYHBIM FEMONNTUKO-ypeMUYECKM cuHapoMom (alYC), rae npuurHon 3a60N1eBaHUs SBNSETCS reHeTuYeckn 06yCcnoBneHHas
AVNCPErynsaumMs cucTeMbl KomnnemenTta. C [pyroi CTOPOHE!, AeUUMT TePMUHANBHOTO KOMMeKCa KOMMIEMEHTa COMPOBOX/AAETCS MOBLILUEHHOW YacTOTOV PasBUTUS MH(EKLWA MHKANCYNMPOBaHHBIMU MUKPOOPraHn3Mamu,
rnaBHbIM 06p830M, MEHWHIOKOKKOBO VIHdJeKLlI/IVI. |_|DI/I 3TOM 3Kynw3ymaé noagep>xuneaeT CoAepXaHne paHHMX MPOAYKTOB aKTuBaunn KoOMNaeMeHTa, HeOGXOﬂVIMbIX ANa ONCOHM3aunn MUKPOOPraHM3MOB 1 BbliBEAeHUSA UMMYHHbIX
KoMNNeKcoB. fleyeHre npenapaTtom Sn13apus® CoNPOBOXAAETCS GbICTPLIM 1 CTAGU/bHBIM CHUXEHMEM aKTUBHOCTY TEPMIUHA/IBHOrO KOMMNEKca KoMmnnemeHTa. MokasaHus K npuMeHeHuto. MNpenapat 113apus® nokasaH Ans
NeYeHNs NaLUMEHTOB C: MAaPOKCK3ManbHOM HOYHOM remornobuHypueit (MHF). DddekTBHOCTL akynn3ymata NoATBEPXAEHA Y NALMEHTOB C FeMO/IM30M WU COMYTCTBYIOLLMMI KMHUYECKAMI CUMATOMaMK, CBUAETENbCTBYIOWMMM
0O BbICOKOI aKTWBHOCTY 3a60/NEBaHMs, BHE 3aBUCKMOCTY OT MOTPEGHOCTY B reMOTPaHC(y31saX B aHaMHEe3e; aTUMUYHLIM FeMONUTUKO-YPEMUYECKIM cuHapoMoM (al Y C). MpoTuBonoKasaHWs ans npUMeHeHus:. MoBbileHHas
UYyBCTBWUTENBHOCTb K 3Ky/M3ymalby, GenkaM XOMSYKOB WM APYrM KOMMOHeHTaM npenaparta. Nepuod rpyAaHoro BckapMmnvBaHus. AKTuBHas unHdekumsa Neisseria meningitidis. OTcyTcTBUe BakumHaumu npoTtus Neisseria
meningitidis (ecnn HeT cooTBETCTBYIOLIEN NPOMUNAKTUYECKOI aHTUONOTUKOTEPaNK B TeUYeHe 2 Heaenb nocne BakuuHauuy). Cnoco6 npuMeHeHus v Aosbl. BHYTPUBEHHO KanenbHo B TeyeHne 25—45 MUHYT N8 B3POCabIX
1 B TeueHwne 1—4 4acoB AN NaUMeHTOB [AETCKOro BospacTa. [apokcuamanbHas HoUHas reMorIoGUHYpUS: KyPC eYeHIst NS B3POC/bIX NALMEHT OB (> 18 NeT) BKNoYaeT 4-HeAeNbHbIi HauarbHbIA LMK C NOCNEAYIOLMM LMKIOM
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Difficulties in the Diagnosis and Choice of Treatment Tactics for Patients with Atypical Hemolytic Uremic Syndrome
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In recent years, there has been a trend towards an increase in the incidence of atypical hemolytic uremic

syndrome (aHUS) in the clinical practice of doctors of various specialties. Every year the number of nosologies

in which the phenomenon of TMA is recorded is steadily growing. The goals of aHUS therapy are the inhibition

of uncontrolled complement activation, the relief of TMA manifestations, and the preservation and improvement
of the function of the affected organs. Long-term experience with eculizumab has demonstrated its superior efficacy
by dramatically improving the prognosis of renal function recovery in aHUS patients.

Key words: atypical hemolytic uremic syndrome, thrombotic microangiopathy, morphological diagnostics, genetic
testing, anticomplementary therapy, eculizumab
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