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KomnaemeHT-onocpepgosaHHaa TMA

Knaccuueckue cpopmel alyYC
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alyc???

TMA 6e3 myTauuu B reHax
komnnemeHTta / at K CFH

BTropuuHbin N'YC

v

«+» OTBEeT Ha

AKkynu3zymab

30-50%

v

KOMOp6buaHble COCTOAHUA:
BTOPUYHAA aKTUBALUA
KomnnemeHTa/mytauuu B
reHax KomnieMmeHTa

?

Raina R, Vijayvargiya N, Khooblall A, et al. Pediatric Atypical Hemolytic Uremic Syndrome Advances. Cells. 2021;10(12):3580. Published 2021 Dec 18. doi:10.3390/cells10123580



» Exchange trans!usions

Plasmapheresis Eculizumab

Gasser
HUS in 5 kids

1955

Dragon Durey

» Anti FH antibodies
Thompson 2005
Link with low FH Jokiranta - . .
1981 Mini-antibody Lemaire, Bacchi
> to FH in MPGN pge
Bernard, Kiebel 1999 2013
“Atypical" case > Delvaeye THBD
without diarrhea Cameron 2009
Link with low C3 Pichette
1965 1973 Homozygous FH P
» > deficiency Bacchi C3 mutation
| 1994 2008
| >
1955 1962 1969 1976 1983 1990 1997 2004 2011 2017
. . ’200?
Timeline aHUS de Jorge
1955 2017 FB mutations
- » 2004
Bacchi CFl mutations
Alternative pathway 1954 » 2003
HUS distinct from TTP (1966), familial (1967) > Richards MCP mutations
Karmali. Lancet 1983;1(8325):619-20 1998

Warwicker Link with RCA

Govindarajan S, et al.

Y peten c alYC <2 net—ar
K CFl,>2 net—aT K CFH
' 12020

2020

1. Govindarajan S, et al. Immunobiology. 2020 Sep;225(5):152000. doi: 10.1016/j.imbio.2020.152000. 2. Raina R, et al. Cells. 2021 Dec 18;10(12):3580. doi: 10.3390/cells10123580.



Cemencreo ¢aktopa H

Regulators of complement
activation gene cluster
i

cEH OO
CEML T DEDGNEA

36% 45%

QX7 X1

100% 100% 97%
CFHR1 @ >
36%. 44% 88% 61%

CFHR2 @
04%, 87% 63% 62% 36%

CFHR3 @O

[eHbl CFH u CFHR umetom obujue 20Mo102uYHbIe MOBMOpPLI; HeannenbHaa peKkombuHayus



AHTuTena K CFH npu alyC

a Normal conditions

Fl

,"ic3b

C3d

Cell

b Anti-CFH associated HUS Immune complexes

Anti-FH
antibodies

lorember F, Nayak A. Pediatr Nephrol. 2021 Jun;36(6):1365-1375. doi: 10.1007/s00467-020-04652-x.



PacnpoctpaHeHHOCTb al'YC, accoumMnpoBaHHOrO C aHTUTEeNaMU
K ¢akTopy H

N
A

CtpaHa AT-I'YC ot al'YC,%
fepmanuna (n=147) 10,9%
Bennkobputanusa (n=175) 9,7%
®dpaHumsa (n=214) 6,5%
NcnaHua (n=151) 4,6%
NTanna (n=149) 0,7%
. benbrua (n=45) 13,3%
" AscTtpua (n=100) 25,0%
lOxkHaAa Kopes (n=51) 29,4%
UHana (n=681) 56,0%
Poccuirckaa ®epepauuma (n=44) 16,6%

1. Fremeaux-Bacchi V. et al.. Clin ] Am Soc Nephrol 2013;8:554-62. 2. Lee JM. et al. Pediatr Int 2015; 57:431-8. 3. Seong Heon Kim et al. Korean J Pediatr 2018;61(2):3742. 4. Brocklebank V, et al. (2017) Kidney Int
92(5):1261-1271. https:// doi.org/10.1016/j.kint.2017.04.028 5. Sinha A, et al. (2014) Kidney Int 85:1151-1160. https://doi.org/10.1038/ki. 2013.373.



https://doi.org/10.1038/ki.%202013.373

| aTan: anarHocTtnka TMA

MuKpoaHrmonaTuyeckas
reMmoINTUYeCcKaa aHemmA

YMeHbLUeHne KonndecTsa
TpomboUNTOB

DN NI N N N NN

CHUXKeHue remornobumHa

wun3oumntos >1%

PEeTUKYNOLUMUTO3

peakuua Kymbca oTpuuatenbHas
NAI Bblwe HOpMbl

HMU3KaA KOHUEHTpauua rantornobumHa
nosblleHne bunnpybuHa (+/-)

AN

v

TpombouunTbl <150000/mm3

KO/INYeCTBO TPOMBOLMTOB MOXKET
yMeHblwaTbca >25%, He BbIXxoaA 3a
rPaHULbl HOPMbI

B Ma3Kax nepmndepnyeckon KpoBm MOXKHO
0OHapYXUTb TMraHTCKME TPOMOBOLUTDI
HOPMaJIbHOE KOJINYEeCTBO MEerakapmuoLunToB

OpraHHaa guchyHKUUA

v noyku, UHC, CCC, nerkue, KT, opraH 3peHusa u ap.

AUATHOCTUKA [JOJIXXHA bbiTb OCYLLJECTB/IEHA B TEHEHUE 24-48 YACOB!!!




Il aTan: anarHocTuka pasHbiX popm TMA (cpoku oxudarus 1-2 Hedenu)

Shiga-toxin test

ADAMTS13

AHTU CFH-AT

NmmyHonormnyeckoe
obcneposaHue

plyYC

dakTopbl
KOMMNAEMEHTA

SARS-CoV-2

HIN1

HapyweHune
meTabosmama
KobasnammHa

AHK EHEC meTtogom MNP, nccnegosaHue peKtasibHOro maska

NccneposaTtb A0 Nt06bIX MAaHMNYAALMK C NN1A3MOMN.
AkTBHOCTb ADAMTS13 <10% - mapkep TTTI1; aHTuTena Kk ADAMTS13

HenatenbHo onpenensatb Bcem 6onbHbIM ¢ TMA, 0ocobeHHO AeTaAM U NoAPOCTKaM Ann
BbIOOpa TaKTUKK SIeYeH S

ANA, aHTn-AHK-aHtnTena, ak/1, aHtmB2-GP1l-aHTUTENa, BONYAHOYHbIN
aHTUKoarynsHT (Npu nogo3peHun Ha sBTopmyHyto TMA npu CKB, A®C)

Mpoba Kymbca «+», NONOKUTENbHBIN POCT KYAbTYPbI (KPOBb, AMKBOP) nau MLUP
OueHKa yposHAa C3, C4

PHK [pean-tarm MNUP], cnankosbin (S) 6enok, aHtutena IgM, 1gG

PHK [pean-Tanm MNLP]

ButamuH B12, romouunctenH B Kposu. XpomaTtorpadpunyeckoe BbisiBNEHNE AMUHOKUCIOT
B 06pasuax naasmbl KPoBU/MoUM (TMNEPromoLncTEMHEMUA, TMITOMETUOHUHEMMUS,
romoumctenHypua). Xpomatorpadpuyeckoe BbiABEHNE OPraHUYECKMUX KUCNOT B
obpa3uax mouun (MeTnamanoHoBaa aumaypun)



lll aTan: monekynapHo-reHeTU4YecKoe obcneposaHue naumeHTos ¢ al'yYC,
accoumupoBaHHOM ¢ aHTUTenamm K CFH, noka3zaHo npu

v'  [lebioTe 3aboneBaHna B paHHEM BO3pacTe
v’ Peuuausupyloem Te4eHnm
v’ «+» cemelMHOM aHamHese B 5% BbIABAAIOTCA NOANMOPPU3MbI U
v OTcyTcTBUM 3dpdekTa ot MO BapMaHTbl HEM3BECTHOrO 3HaYeHUA B
v o PerynATOPHbIX FeHax KOMMAeMeHTa
Mepen TpaHCNaHTaLMEN NOYKHK
\ /
—

FTEHETUMECKUM CKPUHWUHT: naumenTbl ¢ al'YC, accoumMmMpoBaHHbIM C aHTUTenamm K FH, He Hy»kaatoTca
B PYTUHHOM CKPUHUHIe Ha reHeTn4YeCKme BapuaHTbI

Bagga A, Khandelwal P, Mishra K, et al. Indian Society of Pediatric Nephrology. Hemolytic uremic syndrome in a developing country: Consensus guidelines. Pediatr Nephrol. 2019 Aug;34(8):1465-
1482. doi: 10.1007/s00467-019-04233-7. Epub 2019 Apr 15. PMID: 30989342.



XapakTtepuctuka al'YC, accoumMnpoBaHHOro
c aHtTutenamm K CFH

KnuHuveckue npoasnenua al'yc,

accouumnposaHHoro ¢ antutenamu K CFH

v BcTpeyaeTca y geTen B Bo3pacTe 5-12
ner

v TogyepKmMBaeTca 3Ha4YMMOCTb
MHPEKLMOHHbIX TPUITEPOB

v' B 27-58% CFH-AT-TYC peungusumpyer
(ocobeHHO B nepBble 2 roaa)

v 1/3 naupneHToB TepAT GYHKLMIO NoYeK
UAN YMUPAKOT BO BpemaA NepBoro
ann3oga YC

v B 3MNT HyskpatoTca 17-74%; TXMH
pa3suBaetca B 20-35%

S

AN N NN S NN

[QCTPOUHTECTUHANbHbIE CUMNTOMDbI
83-87%

Onuroanypma 28-50%

[NlopaxkeHne UHC 11-40%

CCO 10%

ApTepuanbHaa runepteH3na 13-100%
'MnokomnnemeHtemus (C3) 23-67%
[MpoTtennHypumna 59%

[ematypua 27-41%

Hofer)., GinerT., Jozsi M. Seminars in Thrombosis & Hemostasis, 2014; http://dx.doi.org/ 10.1055/s-0034-1375297; 2014



http://dx.doi.org/

XapaKktepuctuKa naumeHTtos ¢ alYC, accouMmpoBaHHbIM C aHTUTENIAMM K

dakTopy CFH (n=44)

Bospact: 73 net; Me 6,6 [5,2; 9,5]

 0-5net: 11 (25%)
 >5net: 33 (75%)

PacnpeaeneHue no nony: M/ 21/23

Tpurrepbl anututenbHoro alyC

TN =LA AIAR] 43.2
Bes Tpurrepa NN 20.3
OPB/ N 15.9
BakumHauns N 11.4
Opyrve npuuntsl I 9.2

0 10 20 30 40 50

m%

Cpoku peanusauuu 6onesnu: Me 4 [2; 10,75]

YposeHb aHTuTten K CFH (ELISA-VIDITEST anti-
complement factor H) (N <1500 AU/ml)

e 27877,6137418,5 AU/ml (min 1840, max
200000)
« Me 21410 [4830; 33000] AU/ml

FeHeTuueckuit npodpunn (n=39): CFHR1 | CFHR3

Oeneunn Het I 18
Oeneumnsa+nonuvopcdusmvsl I 10.3
Oeneunsa+mytauvs NG 23.1
eTeposuroTHas aeneuvs I 20.5
FomosurotHas geneuvs |GGG 61.5

0 10 20 30 40 50 60 70

E% Smuposa X.M., 2022



XapaKTepuUCcTUKa TAXKeCcTu CoCToAHMA nauueHTos ¢ al'YC,
accouunpoBaHHbIM ¢ aHTUTeNnamum K paktopy CFH (n=44)

MNopaxeHue nouek (100%)

* OTeKu: 63,6%

* anypes coxpaHeH: 45,5%
* onurypua: 34,1%

* aHypwua: 20,4%

* MaKporematypua 54,6%

e OlMN6e33MMT: 43,2%

* OIlMNc3NT: 56,8%

Ffemopparuueckuu cungpom (68,2%)

* nertexumn/akxumossbl: 83,3%
* KposoToumsocTb: 30,0%

Peuyuausupytouwee teueHue (40,9%)

NetanbHbit ucxop (2,3%)

CMOH (68,2%)

* anchyHkuma 2 cuctem: 36,7%
* aAnchyHKumMAa > 2 cuctem: 63,3%

JKCTpapeHanbHble NPOABNEHUA

[ Nlerkue, 29.5

D Koxa , 2.3

0 10

OpraH 3peHus,

20

15.9

30

40
= %

LHC, 52.3
[CCC, 54.5
[ YKKT, 59.1
50 60 70

Amuposa X.M., 2022



JlabopatopHasa xapakrtepuctuka alYC, accoummpoBaHHOro ¢ aHturenamm K CFH

PedepeHCHbIN

NMoka3saTenb n (%) npenen Me [25; 75]
[emornobuH, r/n 44 (100%) 115-135 56 [48,5; 64,8]
TpombouuTbl, ThIC/MKI 44 (100%) 181-521 35,5[23,8; 63,5]
nar, Ea/n 41 (93,2%) 81-234 3128 [1800; 3963]
MoueBuHa, MMOonb/r 44 (100%) 2,5-8,3 27 [17,3; 38,1]
KpeaTuHWH, MKMOnb/n 44 (100%) 20-115 376,2 [224,8; 563,8]
AT, Ea/n 38 (86,4%) 30-65 34 [25,5; 67,8]
ACT, Eg/n 38 (86,4%) 15-37 124 [69; 176,3]
C3, mr/an 44 (100%) 90-180 66 [54; 75,5]
ADAMTS13, % 39 (88,6%) 80-120 77 [70; 99]
O-onmepsl, HE/Mn 38 (86,4%) 0-250 1553 [1011; 2823]
benok B Mmoue, r/n 41 (93,2%) oTp. 51[3; 12,6]

Amuposa X.M., 2022



YactoTta pa3sutua CMNOH 1 notpebHocTtn B 3MT B 3aBUCMMOCTU OT
reHeTUYecKoro npodpuna naumeHToB ¢ aHTUTeNbHbiMm NYC (n=39)

lfeHeTUUYecKnit npodunb n cnoH n3l(-‘l;)
y n (%) /
[oMO3UroTHaA Aeneuusn 15 9 (60%) 7 (46,7%)
FeN— N
[eTepo3MroTHana geneums 5 3 (60,0%) i 3 (60,0%) i
"’ ----------- \I I\ _____________ /I
[leneuun B coyeTaHUU C 13 i 11 (84,6%) | 6 (46.2%)
MyTaumammn/nonmmoppmsmamu ! : P .
Neneunn HeT 7 | 6 (85,7%) i i 7(100%)
\ ) L :

———————————

—————————————

Amuposa X.M., 2022



MnhasmaobmeH npu aHTUTENbHOM alYC

[0 > vaaneHue uupkyaupyrowmux CFH aytoaHTurten

\

Hopmanusayus / ynyyweHue peaynamopHoli ¢pyHkyuu CFH

¥

cmabunusayusa AlNK

v" Khandelwal et al. (2015) npoaeMoHCTPUPOBaIn CHUKEHWNE TUTPa ayToaHTUTen bonee yem Ha 80%

nocne MO Ne5-7
v AmepuraHckoe obulectso apepesa (ASFA) pekomeHayeT ncnonbsosatb [0 B KauecTse Tepanun 1-oi

JINHUN
v MNpu HeBo3MoKHOCTM MO uHdpy3uu C3IM 0NXKHbI NPOBOAUTLCA B 60nbLIOM 06beme, YTObbI

noctatoyHoe Konmnyectso CFH cmoxkeT npeogonetb 610KMpPoBKY aencreue aytoaHtuten CFH

1.Schwartz J, et al. (2013) J Clin Apher 28:145-284. https.//doi.orq/10.1002/jca.21276 24. 2.Khandelwal P, et al. (2015) Pediatr Nephrol 30:451-457. https://doi.org/10.1007/ s00467-014-2948-7



https://doi.org/10.1002/jca.21276%2024.%202
https://doi.org/10.1002/jca.21276%2024.%202

MMmmyHoOcynpeccuBHana Tepanua

v MNpeaHU30H
MMMyHOCynpeccMBHasa Tepanusa No3sosaseT OTMEHUTb v' Uunknodocdammg,
nsa3moTepanmio C HU3KMM PUCKOM Ana peunamsa 6onesHu 3a v' MetoTpekcaTt
cyeT NoAaB/IeHUA ayTOaHTUTEN v' MukopeHonat modpeTun
v' A3aTmonpuH
v' Putykcumab

= Lluknodochamup Bbi3biBaeT cTabuibHoe cHMKeHme aytoaHTuten kK CFH n nogaeprkaHmne pemmnccnm 3abonesaHusn

= BBWI He BAMAIOT Ha TeyeHUe aHTUTesIbHOro al'yYC

= Dragon Durey et al. (2016) npoaeMoHCTpUpPOBanu, YTo puck passutua XbM 4-5 ct. /netanbHoro ncxoga
cocTtasnaet 35-43% npu npumeHeHun TonbKko MNO / nogaep>kusatoLlyto Tepanuio vs 10% puckom y naumeHTos,
nony4yaswunx kombuHaumto NO n ummyHocynpeccum (p <0,0001)

= NO+IKC+uurknopochamua (nynbc N22-5 Kaxkable 3-4 Hea) vs MM, azatnonpuH, N'KC (anntenbHas
MMMYHOCYnpeccus)

= [0 (40 remaToNOrMYEeCcKom pemmccum ¢ nocteneHHbIM |, B TeueHmne 4—6 Hen) + FTKC 1 mr/Kr/24u4 (4 Hepn), 3aTem 4/3
AeHb (4 Hep) c nocheayoWmMm |, Ao3bl Kaxkable 2 Hea,. oo 0,2—0,3 mr/kr/48 y (10-12 mec.)

1.Dragon-Durey MA, et al. (2010) Semin Thromb Hemost 36:633—640. https://doi.org/ 10.1055/s-0030-1262885. 2. Moore |, et al. (2010) Blood 115:379—-387. https://doi.org/ 10.1182/blood-2009-05-221549. 3. Boyer O,
et al. (2010). Am J Kidney Dis 55:923-927. https://doi.org/10.1053/j. ajkd.2009.12.026. 4. Durey MA, Sinha A, Togarsimalemath SK, Bagga A (2016) Nat Rev Nephrol 12:563-578.
https://doi.orq/10.1038/nrneph.2016.99. 5. Bagga A, Khandelwal P, Mishra K, et al. Pediatr Nephrol. 2019 Aug;34(8):1465-1482. doi: 10.1007/s00467-019-04233-7



https://doi.org/10.1038/nrneph.2016.99

NMauueHTtbl ¢ al'YC, accoummnposaHHom ¢ aHTutenamm K CFH

v" Mpu otcytcteum adpdeKTa oT
| aTan: IKY/IN3YMABb 6-12 mec.
naasmoTepanmu u
o | Il stan: ummyHocynpeccusa (MM ®,
MMMYHOCMPECCUBHOM Tepanmu
a3amuoripuH) noa KoHTpoaem aHTMCFH-at

(npedHu30s10H, YuKknogpocghamuo,
memompekcam, MM®, azamuonpuH, lll 3Tan: oTmeHa Tepanun npu «-» aHTUCFH-aT

pumykcumab) (1-2 ropa)

IKYJ/IN3IYMAB — eguHCTBEHHOE CPeACTBO Ne4YeHUA Nnpu aHTuTenbHoro al'yC

v \ 4 v
v’ Mpu NpoTMBONOKa3aHMAX v’ Mpn HEBO3MOXHOCTY v' Mpwu accoumnaymm
K MMMYHOCYNPECCUBHOM NPOBEAEHUNA U C ApYyrMmMn myTaumnuamu
HeadpekTnsHocTH MO (N27-10) 6e1KOB KOMMN/EMEHTa

Tepanuu

1. Brocklebank V, Johnson S, Sheerin TP, et al. D (2017) Factor H autoantibody is associated with atypical hemolytic uremic syndrome in children in the United Kingdom and Ireland. Kidney Int 92(5):1261-1271. https://
doi.org/10.1016/j.kint.2017.04.028. 2. Matrat, L., Bacchetta, J., Ranchin, B. et al. Pediatric atypical hemolytic—uremic syndrome due to auto-antibodies against factor H: is there an interest to combine eculizumab and

mycophenolate mofetil? Pediatr Nephrol 36, 1647-1650 (2021). https://doi.org/10.1007/s00467-021-05025-8



Tepanusa al'YC, accounnpoBaHHoro ¢ aututenamum K CFH

Yucno nauueHTOB
Buag neyeHus

N=44 (%)
[MnasmoTepanus 39 (88,6%)
v C3rll 18 (46,2%)
v MO 3 (7,6%)
v’ C3M+ro 18 (46,2%)
[ MIOKOKOPTMKOCTEPOUAbI 26 (59,1%)
AHTUKOarynsHTHaga tepanus 22 (50,0%)
MMo 5 (11,4%)
OKynusymab 39 (88,6%)
Putykcnmab 2 (4,5%)

TpaHcnnaHTauus noyku 2 (4,5%)

Amuposa X.M., 2022



Ucxopbl alYC, accounnpoBaHHoro ¢ aHtutenamu K CFH (n=44)

NeTanbHbIV Ucxon h 2.3%
PeunavBbl Ha O N 11.4%

TKMIM S e e 22.70%

OKMIM e Y o5 0o

(=}

47.70%

3MT npu alYCT puck

? n=26 (59,1%) pa3suTtna XbI1:
OR 9,5, 95% Au 2,2-40,8

XbIN 2ct T 15 0904

o T

XBIM 1cr [T 18.20%

S S N R S SN N SN S N S SN RN S RN SN SN S N NN S R S N R S S S S

XB1OCT s s — 38.60%

0.00% 10.00% 20.00% 30.00% 40.00% 50.00% 60.00%

Smuposa X.M., 2022



Ucxoabl B 3aBUCMMOCTU OT BpeMeHM Hayana tepanun IKkyausymabom (n=39)

JletanbHbIN 3.10%
nexon 0
64.70%
Kapanonartus 0.00%
59.40%
AN e 14%
[ RR= 1,44
(95%CI 0,86-2,4)
XBI 5 cT e
| 0%
XEM 3-4 cr 25 .00% No3gHUN CTapT Tepanuu
0% (n=32)
] 34.40% ™ paHHWIA CTapT Tepanuu
ABI1-2 e s (28.60% (n=7)
28.10%

XBI O cr ﬁ 57.10%

0.00% 10.00% 20.00% 30.00% 40.00% 50.00% 60.00% 70.00%

«Jlyyliee n3 Bcex» BOCCTaHOBNEHUE PYHKLMKN NoYveK, HabaogaeTca y AeTen Npu paHHem cTapTe Tepanuu IKyausymabom

Imuposa X.M., 2022



Puck Pa3BUTUA peunamBa nocrié OTMeH>bI 3Kynu3yma6a
(OaHHblie LT XK u 4 AIKE ce. Bnadumupa)

v" Pemuccusa al'YC nocne otmeHbl 3kynudymaba: n=26 (83,9%)

v’ OTmeHa Tepanuu
3kynusymabom(n=31)

v' Peuuane al'YC nocne otmeHbl 3kynudymaba: n=5 (16,1%)

OnuTenbHOCTb | Cpoku }

Bo3spact y | :

MauneHT eHeTMYeckun npodunb Tepanuu | pasBuUTUA |
neorora al'YC | :

SKynusymabom ' peunauBa |

! |

MNaunenT M. 4.5 mec MyTauun He BbiABIIEHO 2 roga 5 mec. : 6 mec. :
[MaumeHT A. 6 mec. C3¢.3470T>C (p.lle1157Thr) 5 Mmec. i 5 Mec. :
|

MNauwneHT B. 1 rog 11 mec. Hen3BeCTeH 2 roga : 1,5 mec. :
! |

reTepo3nroTHas geneyus I :

MNauneHT 3. 3 roga 2 mec. CFHR1|CFHR3 3 roga i 9 mec :
MauneHnT J1. 7 net HEW3BECTEH 1 rog 6 mec. : 3 mec !

Y netelt paHHero Bo3pacrta oTMeHa 3Kyau3ymaba nonkHa bbITb OTN0XKEHa A0 AOCTUXKEHMA pebeHKom Bo3pacTa >3-5 ner

Amuposa X.M., 2022



KnuHunyeckunun cnyyvaun: nauneHt O., 11 net

PebeHOK oT 3 bepemMeHHOCTH, CaMOCTOATE/IbHbIX poAoB Ha 39 Hea.
Macca Tena 3,9 Kr, poct 52 cm
Ha rpygHOm BCKapmanBaHuu Ao 1 roaa.

He BakUuMHMPOBAH NO KaneHaapto n3-3a yactbix OPBU

NN N X X

HacnepcrseHHbI aHaMHe3 He OTArouieH

22



KnuHunyeckunu cnyyvaun: naumveHt O., 11 nert

PeBpanb 2020 r.

KpaTKoBpemeHHaAa notepa CO3HaHUA

12.06.20r.

V-VI 2020r.
X1 2021r.
Il 2022r.

NNXOPaAKa, }UAKUIN CTYN, OTEKU, UKTEPUYHOCTb KOXKK. Mpwn
obcneposaHuu: Hb 59 r/n, Ur 27,3 mmons/n, Cr 214 mKkmons/n,
I 6unupybuHa n XC, rematypusa, nenkountypus, baktepmnypusa

eAMHWUYHbIE 3NN304bl NOTEPU CO3HAHUSA
nunxopaaka ao 41°C 8 teyeHmne 10 aHeu

y pebeHKa oTmeyasnacb TEMHaA MO4Ya, O YEM OH HUKOMY He
coobLmn
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KnuHunyeckunun cnyvau: nayment O., 11net

focnutanusauuu B v FemMorno6uH - 92 r/n :

cTtauuoHap 01.03.2022r.: v' Tpom6oumtbi - 37 x 10%/n v’ WNhdyanonnan Tepanus
v MouesuHa - 19,64 mmonb/n (2 - 8,3) a/6 Tepanus

R EMHEHNE MOHU, v KpeaTuHuH — 166,6 mKmonb/n (53-124) ApaE

cnabocTb, pBOTY, OTEKMN, v ADAMTS13 — 87% v AHTUKOArynaHTbI

6onn B xuBoTe, v" MpoTenHypus, MMKporeMaTypus, LMAMHAPYPUA TP L

MKTEPUYHOCTb KOMM v" Y31 OMC: M 100x48 mm, /M 93x44 mm, FRAPSTTD TN

3XOreHHOCTb MapeHXMMbl NOBbILLIEHA

13.03.22r.: cyOPOXHbIA CUHAPOM v’ Temorno6uH - 99 r/n v MPT IM: KapT1Ha CUMMETPUYHbIX 30H

Anypes coxpaHeH, Mo4Ya TEMHO- v’ TanTorno6uw 0,03 mr/n MMNEPUHTEHCMBHOCTN B 06/1aCTU NOAKOPKOBbIX

KOPUYHEBOTO LiBeTa v Tpomb6ouuTbl - 124 x 10°/n Aanep c obenx CTOPoH, NePUBEHTPUKYAAPHBDIX
v

o 68 1, PTN KB o, gance 4, || DA TG

Ur 45,6 mmonb/n, Cr 724 mkmonb/n v oyesuHa — 13,66 mmonb/n v P ’

KpeaTuHuH — 519,35 mKkmonb/n dyHpockonua: nypyeponogobHaa peTmHonaTmA
16.03.22r.: 30T (MA) v’ c336 mr/pn (80-190) v AxoKI: /K 50 mm ¢ ®B 79%, pacwmpenmne AO,
01.04.22r.: nepesog 8 [IIKb v AHypua = KOHLeHTpu4ecKaa runeptpodma mmokapaa /XK,
cB.Bnagmmmpa v HepocTtaTovyHOCTb TK +, JIK+, AK 2+, MK 1+.

01.04.22r.: rannoymHauum NuarHos: arycC

02.04.22r.: TOHUKO-KNOHUNYECKUe
cyaoporu 04.04.22r.: skynn3ymab




KnnHunyeckumn cnyyau: nauueHt O, 11 net

ONPEAENEHUE AHTUTEN KNACCA IgG NPOTUB ®AKTOPA H

dUO: Data poxaenma: 19.03.2011
Obpasewy;: CbiBOPOTKa MNon: M
Aara noctynnenuma : 13.04.2022 Data uccneposanma: 15.04.2022

Pe3synbrathl uccnegosaHua (cogepmanue anturen, AU/ml): 75000. Hopma: meHee 1500.

MonekynsipHoe KapuoTUnmMpoBaHue

Tian Hapywesn LT ] [ panaHHE TS SATHOHYTRE M Yaciora Kofuraic ing: kormil

1 Homozygous chri:196774801- 57389 CFHR1, CFHR3
deletion 196832189

OwarHos:
al'YC, accounmpoBaHHbIN C
aHtTutenamm K CFH
(romo3uroTHas geneuus
CFHR1|CFHR3)

o 18.04.22r.: 3MNT npeKpaweHa
o Perpecc BHENO4YEUYHbIX NPOABNEHUM

v" TemornobuH 126 r/n
v Tpomboumtbl 490 x 10°/n
v Nar 214 ea/n

MoueBuHa 8,61 mmonb/n
v KpeaTnHuH 76,53 mKmonb/n
v’ 3116 mr/an (80-190)
4 MpoTennypwusa 1,06 r/n

~

Tepanua Ikyau3ymabom Npoao/IXKaeTCs




YpoBeHb aHTUTen K CFH v peuuausnbli

v KoHTponb aT kK CFH mexay 7 n 28
AHAMM, Aanee Kaxkable 3-6 mec.

100000 1 Anti-FH 1600 AU/mI at 6-months predicts relapse ¥ TP aTk CFH>1500 AU/mn e

Sensitivity 80%, specificity 76.2%, AUC 0.70

TeyeHue nepsbix 12—24 mec.
CBA3aH C NOBbILLIEHHbIM PUCKOM
peunanBea

v Peunamsbl BO3HUKAIOT Noc/e
NErknux NHPEKLMOHHbIX
3abonesaHumn B nepsble 2 rogalll
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3= GEE approach; P=0.017 for overall comparison
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vyepes 5 net 55%
NaLMUEHTOB C
CFH-Ab 100 AU/mn

initial 1st year 2nd year 5th year

Bagga A, Khandelwal P, Mishra K, et al. Indian Society of Pediatric Nephrology. Hemolytic uremic syndrome in a developing country: Consensus guidelines. Pediatr Nephrol. 2019 Aug;34(8):1465-

1482. doi: 10.1007/s00467-019-04233-7. Epub 2019 Apr 15. PMID: 30989342.



https://www.ncbi.nlm.nih.gov/pmc/articles/PMC7910231/figure/Fig3/

3aKka4yeHue

v

D N N N N RN

AN

al'YC, accoummnpoBaHHbIK € aHTUTenamm K CFH — npnobpeterHasa ¢opma al'YC, Ha Aonto KoTopou
npuxogmtca 10% Bcex cnyyaes

YacTtoTta BcTpedyaemocTn «aytoummyHHoro» N'YCy neteun 5-25%, y B3pocabix 19%
NHbEKUMNOHHbIe cobbITUA — YacTbln Tpurrep 3abonesaHusn

«AyToMMmyHHaa» popma al'YC yalle npoTeKaeT C BHEMOYEYHbIMU NMPOABAEHNAMM
Peungmsbl HabaogatoTca B Te4EHUE NepBbix 6-12 mec.

TwaTenbHbIM KOHTPO/Ib TUTPA aHTUTEN K CFH B TeueHne nepsoro rog,

TUTPbI aHTUTEN NIOXO KOPPENAUPYIOT C UCXOA0M U UcyesatoT y bonbinHcTBa naumeHtTos (55%) B
TeyeHue 5 ner.

TpebytoTca NpocneKkTUBHbIE UccaedoBaHMS ANA onpeaeneHmnsa Noaxoasilen U onTUumaibHOM
NPOAO/IKUTENbHOCTU MMMYHOCYMPECCUBHOM TEPanmMu U CPOKOB, KOrAa OT Hee MOXKHO be3onacHo
OTKa3aTbCH



baaropapio 3a BHMMaHue!



