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TMA moxet bbiTb 06ycnosneHa pasnuyHbIMU 3TUONOTUHECKUMMA
dakropamn’s

Be3 KOMINEMENRT YCMANBAEWETD OcHosHas aTwonorua®
COCTRRMMHA XpoHnueckan
HEKOHTPOAMPYeMan
a ryc 1-3 L AHTHBALMA KOMIMNEMEHTa

JlemacuMpasaiibil HOMIINEMBNT-
YTMNMEIIOULMM COCTORMMHEM

TMA, cBR3aHHanR C
KOMNIEMEHT-YCUIMBAIO LIMMM
cocroaHuammu>>"’

OCHOBHaR 3TMONOTMA® OcHOBHaA 3THonorma’

Winra-roxcmH KOMNAEeMEeHT-YCHAMBAIOWME COCTORHMA BKNIOYAIOT:  Tamensii geduimr
MHAYUMPOBaHHOE Hndenunnt? * BepemeHHoTs® ADAMTS13
SHaoTeAnansHoe *AyTOMMMyHHEE 3a6onesaHna (Hanpusmep, CKBP

e *flenapcTEeHHan Tepanua’

*INOKAUECTESHHARA APTEPUANLHAA TMNEepTEHINAY

TMA - TROMEOTIMGCHIN MM KDOIHIWOOITHR, 37 Y0 - STHITIHEEA TEMOIMTINO-Y PO MMSSOM R CHHAP0M, STEC-TYL - rewdunaTimed-y PaseHeat il CHHAROM, Oy L0 RNGH-a LS TONOm
PO UM P yeugev Eschenchia cof] TTN - TRpamO0THSSOEA TROMSOTONGsaM Q0 A MY ANVEa; CHE - OACTOMMIRA RPSCGER R0AWIHS
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MNpeaccT2aNAeTCR B Ka%eCcTDe OSPIICTITENLION YOIy rMOSIANLNLIM OTIENOM MO MOSHLIHHCIM BONPOTIM KOMNIHMN Alulon T OTHET M3 HENPLaYCMOTPEM IR
3NPoC MESHLMIOXON IMDopMALI. He B poKnaNsx uenax. Konuposasue, NEPESIva MW PACNPOCTRINONNE OTONO AOKYMENT2 JINPORICTTA.



XpoHUYECKan HEKOHTPOAUPYEeMasn aKTUBaLMA KOMMNIEMEHTA NPy
alyci3
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NIPRACCTARNRETCR B KAYSCTES OTPAIORATENNHOR YEMYTM MOBAN MMM OTARAOM NG MEAHIHHCIAM BONDOCEM KOMMIHMN ASXION § OTHET HA HBNPEAYCMOTDEH KNIk
IANPOE MBAAAHCKOR MHDOPMMIM, HE B PEKNANHBIE BRI KONHPORIHINe, MePeal<h 1M PALIPOCTRANBHIE ITOrG AOKYMEHTE JANDEEANICA



MpuunHou TMA npu al'YC aBnsaetca XxpoHMYeCKana akTuBaLua
KomnaemeHTal?

MoBbllIEeHME aKTUBHOCTH dHAoTeNnanbHoe
NPOKCUMAIbHOM YacTu nospexxaeHune
Mpegpacnonaratowye KOMMJIEMEHTA U W NOBbILLIEHUE KnnHunyeckne MporpeccupytoLLee
reHeTn4yeckue 3HAOTeNMaNbHasA aKTMBAUMA Ha aKTUBHOCTHU nponasieHns TMA nospexgeHue
dakTOpbI NCXOA4HOM YPOBHE KOMNAeMeHTa N nwemmsn opraHoB

MyTaunm B Takux reHax,
Kak C3, CFB, CFH, CFl, MCP
n THBD*

Monnmopdrsm Takmx
reHos, Kak CFH
n CFHR1?

AyToaHTUTENA K
CFH23

Mpoune
HenaeHTUGUUUPOBAHHbIE
reHeTM4yeckme mytauumn’

Tpurrep>2

e 3AT

* bepemeHHOCTb

o AYT(;MMMVHHbIe 3abonesaHua (Hanpumep,
CKB

* 3n0KavyecTBeHHble HOBOO6pPa3oBaHUA

*  WHdeKuun, ractpoaHTepuUT

* Xupypruyeckume BmelLaTeNbCTBa,
TpaHCcNAaHTauua

dputpoumT _ AKTUBMPOBAHHbIN AKTUBMPOBaHHbIN &r akTop # rlpOTpOM6OTVNECKVIeﬂJ
IQ KOMMMEMEHT- ycmnmséoroume é'(‘)cwﬂHm CFiH - pakTop Konﬁemeewg H *Mﬁpd&d@b’!’b!‘-ﬁCKaﬂ MUKpoa monaTqu «81( 310K CTBEHHAs nsoumT
apTepuanbHas runepteHans; CKB - cuctemMHasi kKpacHasi BoryaHka.
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Riedl M, et al. Semin Thromb Hemost. 2014;40(4):444-464. 7. Tsai HM. Transfus Med Rev. 2014;28(4):187-197. 8. Sperati CJ, Moliterno AR. Hematol
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alYC npepgcrasnsaer coboun cucremuyio TMA, KoTopas
nopakaer pa3/InuHble XXU3HEHHOBaXKHble OPraHbl ¥ TKaHU
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Buabl TMA B aKyLepCKOU NpaKkTUKe

PacnpoctpaHeHHOCTb
1: 25 000 6epemeHHocTen!

BepemeHHOCTb ABNSAETCSA
TPUrrepom Ans MNpeakna
MaHudecTaumnm paga Mncus
penknx u
XXNU3HEYrpoXaroLLmnx
3aboneBaHnMn?3

CxoacTso |<J:||/|H|/|qe0|<v|x HELLP-
NPOSABNEHUI NPU Pa3NNUYHbIX CUHAPOM
Bugax TMA satpyoHser
andpdoepeHunanbHyto
ONAarHOCTUKY U
CBOEBPEMEHHOE Ha4arno
cneuyundunyeckon Tepannumn4

HELLP - I'YC — remonutuko-ypemudecknin cuHapom, TTI — TpomboTryeckas TpombounTtoneHmyeckas nypnypa, al'YC — aTUnuYHbIA reMOnUTUKO-ypemMuyecknin cuiapoM, TMA —tpomboTuyeckas
MukpoaHrmonatus, APC/KAPC- aHTudochonmnuaHsii cuHapom/katactpodudecknin APC; CKB —cuctemMHas kpacHasi BonyaHka,

1. ..... 2.Fakhouri F et al. Haemolytic uraemic syndrome. The Lancet. Published OnlineFebruary 24, 2017 http://dx.doi.org/10.1016/S0140-6736(17)30062-4. 3 Fakhouri &,
Roumenlna L, Provot F etal. Pregnancy associated hemolytic uremic syndrome revisited in the era of complement gene mutatlons J Am Soc Nephrol 2010; 21: 859— 6@
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http://dx.doi.org/10.1016/S0140-6736(17)30062-4

NMocneacteua alfyCc1-3

* MauneHTbl ¢ gnarHosom al' YC nogBepratoTCca NOCTOAHHOMY PUCKY OCIOXHEHUN
CO CTOPOHbI pa3HbIX OpPraHoOB WU CUCTEM, HECMOTPSA HA MPUMEeHeHune
nnasmadepesa/MHdysnin nnasmbit-?

« al'YC MOXeT NpMBECTU K HapyLLEHUAM PYyHKLUK opraHoB 1 rmbenn naumneHTa

~ NAUMEHTOB YMMPALIOT UMW Y HUX pa3BMBaETCS TEPMUHANbHaS
| cTagusi NOYe4YHOW HEeAOCTaTOYHOCTU NPU NEPBOM KITMHUYECKOM
NPOSIBNEHUN, HECMOTPS Ha NnasmoTepanuiol 2

nauneHToB c al' YC HY>XXOaklTCA B Anarnnmase, y HUX BO3HUKaeT
XPOHUYECKOE NnoBpexgeHne rnovexk ninm oHu nornbatot B
TedeHne 3x neTt oT Ha4dana 3aboneBaHus!

100% NaLMeHTOB UMEIOT NpU3HaKku nopaxkeHnsa 1 n bonee opraHos?

1. Noris M, Caprioli J, Bresin E, et al. Clin J Am Soc Nephrol. 2010;5:1844-1859. 2. Caprioli J, Noris M, Brioschi S, et al; for the International Registry of Recurrent and Familial y
HUS/TTP. Blood. 2006;108:1267-1279. 3. Muus P, et al. Presented at: 18th Congress of the European Hematology Association. June 13-16, 2013; Stockholm, Sweden. Abstract 7
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KomnnemeHT — aktuBupyrowme coctoaHus (KAC)
ABNATCA Tpurrepamm allyC?4

Y 69% nauuenToB ¢ al'YC pebiot 3abonesaHus BO3HUK Ha OHE O4HOro

U3 cnenyoLmnx COCTOSHUNA, yecunuearowmx aktusayuio komnnemerdta (N=191)1

31%
TpurrepoB alYC-He | | Pexe BcTpeyaloTcs
BbISIBMIEHO

Yawle BcTpevaloTcs

1 ; . o TUNepTeH3us
nappes il ' 0 /o

racTpOSHTEpUT 49% o

WHdeKkynsa BepxHUX ) 2
AbIXaTenbHbIX MyTeil 18% alyC

MaHudecTupopasn  Ha oHe
BepemMeHHOCTb Ha (pOoHe CrneayoLnxX
3abonesaHnu

HKonornyeckoe
3aboneBaue 1%

*Hanpumep, CUCTEMHas! KpacHasi BOMYaHKa 1 CKIepoaepMus

1. Noris M, Caprioli J, Bresin E, et al. Clin J Am Soc Nephrol. 2010;5:1844-1859.; 2. Campistol JM, Arias M, Ariceta G, et al. Nefrologia. 2013;33:27-45; 3.Kavanagh D, Goodship THJ, Richards A. Br Med Bull. 2006;77-78:5-22.; 4.Toti§a A,
lorember F, El-Dahr SS, et al. Clin Pediatr (Phila). 2011;52:183-186.



al'YC, cBA3aHHbIN C 6epeMeHHOCTbI0, MOXeT
NPUBECTU K 3HAYNTESIbHOMY U ObICTPOMY pa3BUTUIO
noBpexaeHUus no4ek!

* Y 21% (21/100) xeHwwmH ¢ al YC TMA pasBunacb Bo BpemM4
bepeMeHHOCTU 1N nocne poaos, No AaHHbIM pernctpa al'YC,?!

* 81% (17/21) naumeHTOK TpeboBarncs remoananuns,t

* Y 62% (13/21) xeHwmH ¢ al'YC passunacb TT1H* B TeueHne nepBoro
mecsua nocne manmdectauymm TMAL

B lMaunenTtbl ¢ TINH

TIMH - TepMnHanbHas noyeyHas
HeLOCTaTO4YHOCTb

Fadi Fakhouri et al. JASN 2010;21:859-867



IHanuentka K.,1988 r.p.

* B aHaMHe3e 3aboneBaHnim NoYeK, XPOHNYECKNX 3aboneBaHnimn He
OTMeYaer.

« 2017 roa- nepBast bepeMeHHOCTb

« Ha cpoke 31/32 Hepgenu nosiBNeHne oTekoB, nosbileHne A/l —
rocnutanusauuga B poagom

» Ha cpoke 34 Hepenun — pogopaspelleHme nyTemMm KecapeBa cedeHus
(30.09.17)

* B cBA3U C TAXenon npeakrnamMmncuen, passMtmemM aHypum nepeseneHa B
HMWL vm. B.A.Anmasosa, rge Haxoaunacbk ¢ 30.09.2017 no 02.11.2017
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30.09.2017 — 01.10.2017
KnnHnyecknn aHanna kposu: 'emornobuH — 50 r/n, TpomGountsl — 25 *10*9/n

AT -13/29., ACT -1647U\l, 6unnpybun — 23 mkmonw/n, JIAI -2766 Ea/n, KpeaTuHWH B CbIBOPOTKE KPOBU — 216
MKMOSb/1

ADAMTS 13 6onee 83%.
Ha ocHoBaHuM KpUTepMeB QUarHOCTUKKN yCcTaHOBIeH auarHo3 alyC.

01.10.2017 — HayaTo neveHune npenapatom Akynuaymad 900 mr (noBTopHble HGY3nKn 08.10., 15.10., 22.10.,
29.10.- B gose 1200 wmr)

03.10.2017 — oTMe4eHOo nporpeccupoBaHme aHuedanonaTtMm CMeLLaHHOro reHesa, nepesog Ha VBJ1
C 05.10.2017 — HayaTa renapuHoTepanug

06.10.2017- HanoxeHa TpaxeocToma

C 07.10.2017 —Ha boHe CTUMYNALMM OTMEYAETCSA ONUTypUs

C 10.10.2017 —npekpalwieHa MegukaMeHTo3Has cegaums

C 16.10.2017 — nonunypus

20.10.2017 — rnctepockonus, BbickabnmeaHme NosiocTn MaTku

23.10.2017 — nepeBeneHa Ha OTAENTIEHUN TMHEKOSTOTUN

emogmanua ¢ 01.10no 11.10.- 6 ceaHcos, nna3amoobmeH - 01.10., remoTpaHcy3una 7 o3, nnasmoTpaHcdy3us
15 pos3
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OAvHamuka nabopaTopHbIX NOKasaTenew

_ 09.10.17 |13.1017 [17.1017 |23.10.17 |30.10.17

TpombounThl

MoueBuHa 18,6 17 13,4 7,3

MMOJSb/I

KpeaTHuH 216 630 633 158 83
MKMOSb/n

nar (ea/n) 122 399 386 262
He (r/n) 81 65 75 101
O.6enok 57 64 66 80
r/n

AnbOymnH 30 29 34 36
(r/n)

C3 0,89

C4 0,21



locnutanusauma c 07.11.2017 no 15.12.2017(
MepBbin CI16 MY um akag. U.M. NaBnoBa)

* [poBegeHo nmmyHonornyeckoe obenenosanue — AT k acOHK, AT K
KapanonunuHy, AH®- peaynerart oTpuuaTerbHbIN.

« 21.11.2017 — BbINOsIHEHA Hepobuoricua
* Y3W opraHoB 6ptoLLIHOW NOMOCTK, NoYek — 6e3 naTosiornu.
* [lpooorkeHa Tepanus aKynnaymabom.

» [InarHos: « ATUNUYHLIN FrEMOSINTUKO-YPEMUYECKUA CUHOPOM C
nopaeHMeM rofioBHOro0 Mo3ra, NoYekK, Nerknx, ne4eHn ot ceHTadps 2017
roga. Xbl'1 C1A3. Ol peHanbHoro reHesa ot 30.09.2017 ¢
BOCCTaHOBJIEHMEM (PYHKUMKM Nnodek Ha ypoBHe XBI1 C1. ocTpbin
remoananus Ha BpemeHHoM cocyauctom goctyne ot 01.10.17(Ne6).
QHUedanonaTnusa cMeLlaHHOro reHe3a»
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OAvHamuka nabopaTopHbIX NOKa3aTenewn

_ 08.11.17 |1511.17 [28.11.17 |08.12.17 |28.12.17

TpombounTsl

MoyeBuHa 3,9 5,7 5,1 2,8 4,1
MMOJSIb/I

KpeaTuHunH 0,122 0,073 0,075 0,078 0,066
MMOJSb/I

nar (ea/n) 226 118 108 100 121
HB (r/n) 109 115 117 119 124
O.6enok 79 76 77

r/n

AnbOyMuH 37,9 39 38

(r/n)

C3 0,949 1,07

C4 0.230 0,30

Crb 2,18 1,71 CH50 -

95,45
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3aknoyeHne KoHcunumyma

* [1podpeccop, a.M.H., CmmnpHos A.B.

« Y naumeHTKn KoMonHmMpoBaHHas natonorus. Jingupyowmn
natoreHeTUYeCKUN KOMMNOHEHT — pa3BuUTUE KoMnremMmeHT-3asucnumon TMA
(al'YC), TpurrepHbiM pakToOpoM ABUNOCH pasBUTUE Y NALMEHTKU
npeaknamncumn Ha cpoke 30 Heagernb 6epeMEHHOCTU C yTaXerNeHnem K 34
Hegenun. Ha gooHe Tepanuu npenapaTtoMm IKynndymad coCcTossHME
NaUMEHTKN KOMMEHCUPOBAHO, OTMEYAETCH perpecc ANCPYHKLNM MOYeK C
BOCCTAHOBSIEHMEM (PYHKLIMKM NOYEK B NONTHOM 00beMme. pu
Hepobrnoncum oTtmevaeTcs pesontounsa MopdornorM4eckux NSMeHeHun,
3a UCKIIYEHNEM OCTaTOYHbIX ABMIEHUN CO CTOPOHbI 3HOOTENNS.
PekomeHgoBaHO NpoaosmikuTb Tepanuio npenapaTtomMm SKynusymab c
nocrneaylLlnm peLleHnemM Bonpoca o NPoLoSKEHUN Tepanmmn»
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3aKknryeHue

o ATunnyHbin TYC — cucTemMHoe reHeTuyeckoe 3aboneBaHuMe € MNONMMMOPMHON  KNUHUYECKON
KapTMHOW, OCHOBY KOTOPOM COCTaBMSIET TPOMOOLMTOMEHUS, MUKPOAHMMONATUYECKUA TeMONN3
(MAT'A) n ocTpoe noveyHoe nopaxeHue

o ATUNWYHBIA TEMOMUTUKO-YPEMUYECKUIA CUMHOPOM SIBMSIETCS KWU3HEYTPOXalOLMM  COCTOSIHUEM,
00yCNOBNEHHbIM XPOHUYECKOW aKTUBaLMEN KOMMNEMEHTa, KOTOpasi, B CBOIO o4Yepe/b, NPUBOANUT K
NONMOpPraHHbIM NOPaXXeHUAM

* Hanbornee yacTbiMy ¥ NPOTHOCTUYECKUMM  HeBnaronpusATHbIMK  SKCTPapEeHasbHbIMM
nposisneHnsmm al'yYC sBnatTCA NopaXeHue LEeHTpanbHOM HEPBHOW M CepaeyHO-COCYaNCTOM
cucTem

 PaHHee Hayano Tepanuu 3Kynu3ymabom no3BosSeT He TONMbKO COXPaHUTb XW3Hb, HO U JOCTUYb
rematonormyeckon pemuccun al'yYC, nonoxuTtesnibHoN QMHaMUKU CO CTOPOHbI APYTMX MOPaXEHHbIX
OpraHoB, CyLLEeCTBEHHO YNYYLUWNTb UMK NOMHOCTLI0 BOCCTAHOBUTL (PYHKLMIO MOYEK.

1.Josep M. Campistol et all. - An update for atypical haemolytic uraemic syndrome: Diagnosis and treatment. A consensus document Nefrologia Volume 35, Issue 5, September—October 2015, Pages 421-447; 2. Larry A. Greenbaum et al.
Eculizumab is a safe and effective treatment in pediatric patients with atypical hemolytic uremic syndrome Kidney International (2016) 89, 701-711; http://dx.doi.org/10.1016/j.kint.2015.11.026 3. Manuel Macia; Fernando de Alvaro MO&?&O,
Tina Dutt, Ingela Fehrman, Karine Hadaya, Christoph Gasteyger, and Nils Heyne . Clin Kidney J. 2016;doi: 10.1093/ckj/sfw115.
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