HAYYHO-MPAKTUYECKAA KOH®EPEHLINA
«ANATHOCTUKA U NEYEHUE TPOMBOTUYECKOW MUKPOAHTUOMATUM B MPAKTUKE BPAYEW PA3/TNYHbIX
CNELUVMANBHOCTEW»
r. Ynan-Yae, 19.10.19r.

KomnnemeHT-6n0KUpylowaa Tepanua Nnpm aTUNMYHOM
reMO/IMTUKO-YPEMUYECKOM CUHAPOME: ONbIT NPUMEHEHUA
6uoarnanora

X.M.2muposa
dreoy BO MIrMmcy vm. A.1.EBaoknmoBa
6Y3 AIKb ce.Bnagumunpa 43M



Anu3apus® - nepBbIn 6MoaHanor akynusymaba

N » PekoMOMHAHTHOE rymMaHM3MPOBAHHOE  MOHOKMOHanNbLHOe
n antuteno (IgG2/4k)

s | JN33pYA° > EbICTpO N CTabUNbHO CHMXAET aKTUBHOCTb TEPMUHAIIBHOIO

sy, IKYNIU3YMAG -
Rl 10mr/mn

= KOMMrekca KoMmneMeHTa

KOHLIEHTPAT
[V MPHTOTOBNEHHA
SIS | pACTROPA 19 HHOVOH

NONy4EH

» [lpegoTtBpallaet BHYTPUCOCYAUCTLIA remonu3 y OO0sbHbIX

30 mn

CTEPHNBHO

» [lpenoTBpallaeT XpoHU4eckast HEKOHTPONMPYEMYIO
aKkTVBaLMIO KoMMnemeHTa y nauneHTos ¢ al'YC

»  YnyywaeT Ka4yecTBO XM3HW NaLMeHToB

. TocyaapcTBeHHbIN peecTp NeKapcTBEHHbIX cpeacTs, mapT 2019r., http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=49f14b97-b75a-4fee-ab2b-c13318855f2f&t.
CTPYKLMA MO MeANLMHCKOMY NMPUMEHEHMIO IEKaPCTBEHHOTO npenapaTta 3iu3apus. PernctpaumoHHbiit Homep J1M-005395-110319.

. OTyeT 0 KN Yeckom uccnegosaruu |1l dpasbl Ne ECU-PNH-I1I: MHOroLeHTpoBOE, OTKPbITOE PaHAOMU3MPOBAHHOE UcCieoBaHue 3GpeKTMBHOCTM 1 Be3onacHoCTM npenapata JKyanM3ymab B cpaBHeHUM ¢ npenapatom Conmpuc®, nposoaymoe B
napannenbHbix r| pynnax y nauueHToB C na POKCU3MAsIbHOWM HOYHOI remoro 6uHypwueit, 2018.



dnu3apuna - nepsblit BUoaHanor sKyansymaba

gl == ' » MNpu alYC y geteit nepsoe npumeHeHuwe dausapuu’

- P aAatnposaHo 30.04.19r.

1% g0 KYNu
kvl
R ml
WM
KOHLEHTPAT

[T MPHTOTOBMEHHR
S | p\CTR0PA 119 HHOYOH

» Mo paHHbim UIMXK w T4 AFKE cs. Bnagmmupa K
~ 3””"| 21.09.19r. TepanuAa 6uMoaHanorom  3KyAM3ymaba
nposoamMTca 13 nauneHTam geTckoro so3pacta c alYC

1. FoCyAapCTBEHHbI PeecTp IEKapCTBEHHbIX CPeacTs, mapT 2019r., http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=49f14b97-b75a-4fee-ab2b-c13318855f2f&t.

2. VIHCTPYKUMA NO MeAULIMHCKOMY NPUMEHEHUIO SIeKapCTBEHHOTO NpenapaTa 3u3apus. PernctpaumoHHblii Homep J1M-005395-110319.
3. OTYeT 0 KAMHUYeckom uccneaosaHuu il passl Ne ECU-PNH-III: MHOrOLEHTPOBOE, OTKPbLITOE PaHAOMM3MPOBAHHOE UCCaefoBaHMe 3GdeKTUBHOCTM M Be3onacHOCTM npenapaTta JKyAn3ymab B cpaBHeHuu ¢ npenapatom Connpuc®, nposoammoe 8

napasnenbHbIX rpynnax y NaLuyueHToB ¢ NAapOKCU3MaNbHOM HOYHOM remornobuHypumeii, 2018.



NoaTBepXxaeHne buoaHanormyHocTH npenapara Anusapma®

BuoananornyHoctb npenaparoB Anu3apua® n Conmpuc® 6bina
noaTBepxaeHa Ha OCHOBAHUU [aHHbIX:

» dapmakoKMHeTUYecKast IKBMBANEHTHOCTb (DMO3KBMBANEHTHOCTD)

» CpaBHuTENbHAA KNMHUYecKas ahdeKTUBHOCTb: CONOCTABUMOCTb MO
OCHOBHOMY napameTpy 3MEKTUBHOCTM, CONOCTaBUMOCTb MO BCEM
OOMOSTHUTENBHBLIM NapameTpamM OUEHKN 3 dEKTUBHOCTM.

» ConocTtaBMMOCTb Mo npodounto 6e3onacHoOCTK
» ConoctaBMMOCTb M0 NPOdUI0 UMMYHOrEHHOCTY
» [lonoxuTernbHble pe3ynbTaTthl NEPEKMNIOYEHNS NALIMEHTOB



CpaBHUTENbHAA oLUeHKa (hapMaKOKUHEeTUYECKUX CBOMUCTB npenapaTa
3nM3apMﬂ® (knuHu4yeckoe uccneposaHue | pasbl)

=
R dnusapua Conmpuc
g 140 - -
éé 120 +
5 2
5 § 1007 AUCo-t -106,45%
S £ so Cmax -97,63%
% 50 Cmax/AUCO-t-91,71%
2 0
0

1] 20 40 &0 80 10 1:0 140 160 180 200 220 240 260 250 300 3 340

Bpevma, uac

oaTBepxaeHa OMoakBMBaNeHTHOCTb npenapata Anusapun® 1 opurmHanbHoro npenapara

1. Otuer o xmHIMIeckoM uccienoBanuy | dassr Ne ECU-PNH-I: OTkpbiToe paHIoMI3HpOBaHHOE CPaBHUTENBHOE UCCIIE0BaHNE 0E30IacCHOCTH M (hapMaKOKWHETHKH Tpenapara JKymiu3yMmab u npenapara Comnpuc®
Y 37I0pOBBIX TOOPOBOJBIIEB IIPH OXHOKPATHOM BBeieHUH, 2017.



JKcTpanonauua AaHHbIX pe3ynbTaToB UCCeA0BaHUA Npenapara
Anuzapua® Ha apyrue nonynsAaumn

MpoBegeHa  SKCTpanonsUMs  MOMYYeHHbIX  [AaHHbIX  Ha

OCHOBaHWM MPOTHO3HOTO MojenupoBaHust ®K Ha ocHose ™M aryc

1000 1000

Lenesoro Cmin Ans KOHTPONs 3aboneBaHns Ha

500 500

» netckyto nonynauuto ¢ MNHM
» nonynaumio nauneHTos ¢ al YC

100 100

BOT |- mmemesbembobob Ll
3%

50
B+—T1— 11

KoHueHTpauma, Mkr/mn
KoHueHTpayua, Mmkr/mn

[NokasaHa 0CTaTOYHAs KOHLEHTPpaLMS npenaparta B KpOBU A
NHMMOMPOBAHMSA aKTMBALMW TEPMMHANBHOrO 3BEHA CUCTEMbI
KOMMNEMEHTA NPy MUHUMAnNbHOE HEOOXOaMMON: . .

» [THI: Cmin 35 mcg/ml 0 1000 2000 3000 4000 0 1000 2000 3000 4000
Bpems, yacel Bpems, yacel
» alYC: Cmin 50 mcg/ml



[uHamuka ypoBHS remornobuHa B xoae nccneqoBaHus

» Ha dhoHe neyeHus npenapatom dnuapus® cpeaHne 3Ha4YeHUst ypoBHS reMornobuHa He UMELoT
3HAYMMbIX OTNIUYMIA OT rPYMMbl CPABHEHUS U COMPOBOXOAOTCS NOBbLILLIEHWEM YPOBHS
remMornobuHa B nepuo/ NoaaepXKMBatoLLEN Tepanuu

—— Inn3apun ~=Coanpuc
120

110

100 f__,..,—-"<ﬂ__‘_,_c::]/ ..\H\fb_%:?‘*

P=0,658

&

Yporeus remoraobuna, rin
5

1 3 5 7 8 9 10 11 12 13 14 15 16 17 18
Homep ea3uTa

YpoBeHb remornobunHa, PP

ECU-PNH-III



OuHamuka ypoBHA JIAI nauneHTOB 3a BpemA uccnepoBaHus

» Ha boHe neyeHns npenapatom dnusapus® oTmedaeTcs cHkeHWe akTMBHOCTU NI B CpaBHEHUM C UCXOOHBIMU
[aHHbIMW Ha CKPUHUHTE

» AxtuBHocTb JIAI Ha boHe neyeHunst npenapaTom Anusapns® He OTNIMYAETCA OT rPYNMbl CPABHEHUS 1 COXPaHSIETCS Ha
CTabunbHOM YPOBHE
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1100 4 —3nusapua —CoaapHc
1000 -+
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-
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S soo
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Hayano neueHusa MopaepruBarowmii nepuog,

Homep Busuta

ECU-PNH-III



OuHamuka ypoBHA membpaHoaTtakyrwero komnnekca (MAC) Ha
choHe BBeaeHUN 0Oenx npenaparTos

dKynu3ymab / KoHueHTpaumua MAC

450 600
400
500
350 !
300 /\ A A ] 400
250 _ ' f \
' 300
200
150 A 200
100 b “ Al Vo v : v v
100
50
0 0
V3 V4 V5 V6 V7 Z: Vo V 10 V11 V12 V13 V14 V15 V16 V17
V3 V4 V5 V6 V7 Z: Vo V 10 V11 V12 V13 V14 V15 V16 V17

e PK Elyzaria PK Soliris @==MAC Elyzaria  =g==MAC Soliris
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Bo3pacT nauuneHToB c al'YC (n=13)

3,47+2,4 net

V ___________________________________

0-6 mec. 6 mec.-2roaa 2-9 nert

N=4 (30,8%) ~ (_N=8(61,5%)

...................................

3,5 mec. < > 8 net 8 mec.




OpraHHaa ancdyHkuma npu alyYC (n=13)

%

100%
onn

%

[3@%%][69&%][46;%][53%%]

anypes
COXpaHeH

Anypes
CHWXXeH

6e3 3MT

c 31T

69,2%

30,8%

§8813

nopaxexue LIHC

nopaxexue CCC

nopaxeHue XKT

rnopaxkeHne Koxu



CpoKu yctaHoBAeHUA gnarHosa alyC

OunarHoctuka al'yC Yucno naumeHTtoB (n=13; %)
» 24 - 48 yacos
» Ha3-—7 CcyTKu 5 (38,5%) }46 20,
» Ha 2 Hepene 1(7,7%)
» Ha3-4 Hepene 4 (30,8%)
» yepe3z1l-1,5 mec. 3(23,1%)




Tpurrepobl al'YC (n=13)

BaKUMHaLUMA

~

,70%

-~

OPBW c KnweyHbim cMHOAPOMOM

OKW

23,10%

69,20%

/
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TeueHue al'YC B 3aBUCUMOCTU OT BpeMeHMU cTapTa TapretTHou tepanum (n=13)

NMoka3aTtenu

PaHHui4 cTapT 3. (n=6)

No3gHuu crapt . (n=7)

[lhasmoTepanusa
P N1a3M033aBUCMMOCTb
P N1a3MOpPE3NCTEHTHOCTb

MoTtpebHocTb B 3MT
» 30T B gebtote al'YC
» 3T npekpalleHa
» 3T npoponkaercs

ApTepunanbHaa runepTeH3unA

» MoparxkeHne CCC

» Moparkenne LUHC
» MopaxkeHne KKT
P [MoparkeHune KoxKu

JleTanbHbIN Ucxon

5 (83,3%)

5/5 (100%)

4/6 (66,7%)
4/4 (100%)
2/6 (33,3%)
2/6 (33,3%)
6/6 (100%)
3/6 (50,0%)

7 (100%)
4/7 (57,1%)
3/7 (42,9%)

3/7 (42,9%)
1/3 (33,3%)
1/7 (14,3%)
/" 5/7(71,4%)
5/7 (71,4%)
4/7 (57,1%)
1/7 (14,3%)
1/7 (14,3%)

\_ 1/7(14,3%)




AHamHe3 Xu3Hu naumeHta M. (29.12.18r.p.)

PebeHOK oT | bepemeHHOCTU, NpOTEKABLLEN C YIPO30M NpPepbIiBaHMUA
1 poabl Ha 38 Hepene

Macca npu poxgeHun 3330, annHa 52 cm.

OueHKa no wkane Anrap 9/10 6annos

BakunHaumna: bLLXK B pogaome.

EcTecTBEHHOE BCKapMAMBaAHUE: C POXKAEHMA A0 3 Mec.

N3meHeHne nnuuwesoro noseaeHuA

VvVvvVvyVvVVVYYVYY

B 1 mec. no AaHHbIM MHCTPYMeHTasnbHOro obcneposaHusa (Y3W opraHos
b6prowHoM nonoctu, noyek, IxoKrl, HCI) natonormum He BbisBNeHO!!!

HacnepctseHHbI aHaMmHe3: ABOOPOAHAA cecTpa NaumneHTa ymepaa B Bo3pacte 1 roaa
Ha poHe TMA/cencuca (???). KomnanemeHT-UHrMbumpytowwas tepanua (akyamsymao)
OKa3a/siacb be3ycneLwHou



KnnHnuyeckum cnyyaim: naymeHt M. (29.12.18r.p.)

1T 38,4°C, xuakum

Cumunak AAMMmeHTym CTYN CO CNU3bI0 U ﬂ
3eNeHblo
Cbinb Ha

remopparmuyeckas
KOXKe CHUXKeHue anneTuTa, J—
psoTa 1-2 pa3a/cyr,
/ || HeyCTOMYMUBbIN CTYN
2 mec.—— MapT 2019r. 08.04.19r. 10.04.19r. 11.04.19r.
12.04.19r. rocnutanmsaums B il i

comaTundeckoe otaeneHune POKB PK



Maunent M. (29.12.18r.p.)

[NoKka3aTtenu 12.04.19
» [lpu ocmoTpe: B CO3HaHUU, BANbIN, Hb, 1/ 75
NMPM3HaKM 3KCMKO3a, CPbIrTMBaHUA, nebikoumTsl, 10/ St
PBOTA v’ n/a Hentpodunol,% 17
» Koxa 61eaHan c remopparnyeckon jC/ﬂ HeATpopunbl, % 42
o)
CbINbto (MeTexmm) Ha KOHEYHOCTAX, nMMeounTl, % 42
v/ MOHOUUTbI, % 1
TYyN0BULLE
9
» Onurypusa, makporemaTypus Tp, 107/ >7
Ur, Mmonb/n 26
FEMATONOT CuHapom EMCKOTTa- Cr, MKMoOAb/n 215,3
Onppwuua (?) AT, Ea/n 83
HE®PONOT ACT, Ea/n 165

[yc (aryc?)

6enokK B moue, r/n 18,8




NMNauyueHt M. (29.12.18r.p.)

vVVvyy

KoppeKuuns aHemuu (3p. macca Nel 100 mn)
MnasmoTtepanua (C3M Ne2 100 mn)
AHTMbOaKTepmanbHaa (uedypyc),
anypetnyeckas (pypocemuna),
remocTaTm4yeckan (aTamsunar) Tepanus

Noka3saTtenu 12.04.19 13.04.19
Hb, r/n 75 ) 58
nenkoumntbl, 10%/n 245 w——) 14
v’ n/a Hentpodunbl,% 17

v’ ¢/a Hentpodunbl,% 42

v niuméountbl, % 42

v' MoHouuTbl, % 1
Tpombouutbl, 10%n 57 ~w=m——) 54
MOYeBUHA, MMOb/ N 26

KpeaTUHWUH, MKMO/b/ N 215,3

ANT, Ea/n 33

ACT, Ea/n 165

6enoK B moue, r/n 18,8

13.04.19r. nepesog 8 UI'XK n I AIKb cs.Bnagnmmpa, r. Mockea



Npu noctynneHnu B UIXK n 1A AIKb ce.Bnagumupa

» CocTtosAHue TaXkenoe. B co3HaHMKU, HA OCMOTP
pearnpyeTt rpOMKMUM SMOLMOHA/IbHbIM KPMKOM
P KoXXHbI NOKpoB 6/1eAHbIN, NPU3HAKKM aTONMU-
4YeCKOoro AepmaTuTa, neTexmasibHasa cbifb

MO BCEN NOBEPXHOCTM TENa

P /1IN0 NacTo3HOE, Bblpa*KeHHbIE OTEKU Ha TO-
NIeHAX, cTonax

» A 122/78 mm pT. CT.

» MakporemaTypus

B nesoit noas3pgowHoOM obnactn nanbnupyercs
obpasoBaHue 7x4 cm.

Nokasatenu 13.04.19 | Hopma
Hb, r/n 126 90-140
LLnsountbl,% 11 0,05
TpombouuTtbl, 10%n 111 217-553
nAar, Ea/n 2896 81-234
MOYeBWHA, MMOJb/ N 30,5 22,14
KpeaTUHUH, MKMOb/N 213,8 20-115
obLwum 6enok, r/n 48,2 64-82
C3, mr/an 57 90-180
CPB, mr/n 18,3 0-5
[-amumep, Hr/mn 10600 0-250
Benok B Mmoye, r/n 21,6 -




JlaHHble MHCTPYMEHTaIbHOro obcnenosaHuA

JlesocdopmmnpoBaHHasn
NoAB3A0LWHO-ANCTONMPOBaHHAA
ranetoobpasHan Noyka
65x46 mm. Vmax Ha MIMA 0,3 m/c,
PA 1,0.

BuavapHbIv cnagx OTek MMOKapaa



AnddepeHumnanbHaa ANarHoOCTUKa: cMHApPom BUckorra-
Onppuua

peakoe X-cuensieHHoe peLeccmMBHoe 3aboneBaHue, XapaKkTepusyroLeeca Haanymem
3K3eMbl, TPOMbOLMTONEHUMN (C YMEHbLUEHUEM KOIMYECTBA M PAa3MepPOoB
TpomboumnToB), UMMYHOAEDULIMTE, U KPOBABOro NoHoca (0bycnoBieHHOro TpoMmbounuToneHnen)

[emopparnyeckas cbinb/ MMMYHHbIN CTaTyC:
aTonuyecknn gepmatuT OTK/JIOHEeHWWN He BblAB/1IeHO

\ 4

$

TpombouuTbl 57x10%n

AHemuAa, LWnN30oumnTos3,
a30TemMud, NPoTeUHYpUA,

Y y
cpeaHun TpomboumnToB nopakeHue cepaua

13,2 (7,4-12,0)

o ¥

[laHHbIX 32 cMHApPOM BuckoTTa-Ongpuya Her



https://ru.wikipedia.org/wiki/X-%D1%81%D1%86%D0%B5%D0%BF%D0%BB%D0%B5%D0%BD%D0%BD%D0%BE%D0%B5_%D1%80%D0%B5%D1%86%D0%B5%D1%81%D1%81%D0%B8%D0%B2%D0%BD%D0%BE%D0%B5_%D0%BD%D0%B0%D1%81%D0%BB%D0%B5%D0%B4%D0%BE%D0%B2%D0%B0%D0%BD%D0%B8%D0%B5
https://ru.wikipedia.org/wiki/%D0%A2%D1%80%D0%BE%D0%BC%D0%B1%D0%BE%D1%86%D0%B8%D1%82%D0%BE%D0%BF%D0%B5%D0%BD%D0%B8%D1%8F
https://ru.wikipedia.org/wiki/%D0%98%D0%BC%D0%BC%D1%83%D0%BD%D0%BE%D0%B4%D0%B5%D1%84%D0%B8%D1%86%D0%B8%D1%82

Q AnddepeHumnanbHaa aunarHoctuka TMA: STEC-T'YC

MLUP: AHK EHEC, EIEC,
EAgEC, EPEC, ETEC g

l

pe3ynbTaT OoTPULaTEIbHbIN

|

OnarHo3 STEC-I'YC mcknwyeH



Q AunddepeHumnanobHaa guarHoctuka TMA: TTI

AKTUBHOCTL ADAMTS13 ‘ 103%

! !

OnarHo3 TTll ncknwyeH




Q lelc epeHuuanbHaa gnarHoctuka TMA: pedekKr
Ve

lNoka3saTenb Pe3ynbrar PedepeHcHble
3HaueHuA
donuesaa KMCNoOTa, Hr/Mn 10,84 3,56-20,0
ButamuH B12, nr/mn 339 180-914
[OMOUUCTENH, MKMOb/N 6,52 5-12

TaHAeMHaA MacCc-CNEeKTPOMETPUA

pesynbTaT oTp.

aaHHbIX 3a ChIC-I'YC HeT!




Q AnddepeHumanbHaa gnarHoctmka TMA

» Munenorpamma: KOCTHOMO3rOBOMW MYHKTAT 6€3 n3meHeHuM

» BupycHbie uHpeKunn:
v 1gG K BMl 1,2 Tunos - 9,72 ME/mn (0-1,1)
v 1gM K LIMB 0,442 ME/mn (0-1,1)
v’ 1gG K UMB 4,48 ME/mn (0,-1,1),
v 1gM Kk 36B 0,31 ME/mn (0-0,9),
v’ 1gG Kk 36B 7,66 ME/mn (0-1,1)

['YC/al'YC?7??



KnnHunuecknit cnyyam: naymeHt M. (29.12.18r.p.)

JNEYEHME: aHTMOMOTUKM, KoppeKuna aHemuun, BBUT, runoteHsuBHble npenapartbl, M4,

| | |

ananusnotpebHasn

Onurypus, 6enok B moye 23 r/n Al 153/80 mm pT CcT
noyeyHass HeJOCTaTOYHOCTb

HE®D 27?7

~

P /loxaHKKM pacnosnaratoTcsa Knepean, MOYEeTOYHMKN YKOPOYEHbI

» KpoBOCHabKeHMe NOYKM OCYLLLECTBASIOT MHOXECTBEHHbIE COCYbl,
oTxoAsLue oT budypKaumm aopTbl M BecnopsaaoUHO
MPOHM3bIBAIOLLIME MOYEYHYIO NAPEHXUMY y




KnvnHuueckum cnyyam: naumeHt M. (29.12.18r.p.)

B HB: 126—73—119—97—78—65—102

|
BonHoobpa3sHaa akTuBHOCTbL TMA — Tp: 57—-111—-156—71—52—179—86 |

I ) JIAT: 2896—2380—2665—1957—2157—1764

CoxpaHAatouwasaca noTpebHOCTb B JKCTpapeHanbHble
30T B TeyeHne 1 mec. npoasneHna TMA

\ 4 \ 4

OnarHo3 alYC He BbiI3biIBAaeT COMHEHUMN




AUHaMUKaA COCTOAHUA

Hb 77 r/n, wnsoumntbl 8% , Tp 224x10%n, Ur 9,8
mmonb/n, Cr 208 mkmons/n, NAI 457 U/L, C3 66 mr/an,

3MT npeKpauieHa
YnyJduwieHue anneTuTta

D-gumep 831 Hr/mn, npoTenHypua B mode 18,0 r/n F’ UsmeHeHMe aMOLIMOHaNIbHOTO cTaTyca
i i >
07.05.19r. 14.05.19r.
Anu3sapus® Anusapus®

Hb 118 r/n, Tp 300x10%n, Ur 9,3 mmonb/n, Cr 79
MKmonb/n, NAr 299 U/L, C3 66 mr/an, D-gumep
359 Hr/mn, npotenHypua 3,0 r/n, MMKporemaTtypus
(3puTtpoumtbl 8-10 B n/3p), Anypes 150 mn/cyT

Hb 99 r/n, Tp 331x10%n, Ur 3,8 mmonb/n, Cr 29,8
MmKkmonb/n, NAr 333 U/L, C3 60 mr/an, D-gumep
359 Hr/mn, npotenHypua 3,0 r/n, MuKporemaTtypus
(3puTpouuTbl 6-8 B nN/3p), anypes 400 mn/cyT

| |
| |
04.06.19r. 07.06.19r. ALl 114/70 mm pt cT
Anu3zapus® Bbinucan u3 UrXKk urj
» TpombouuToneHus 21 cyTok JIEYEHUE SKYIIN3YMABOM
» AsoTemus 39 cyTok MPOLOJ/IXAETCA !!!

» 3T 33 cyTok



MONEKYNAPHO-TEHETUYECKOE UCCNEQOBAHUE (OO0 NEHOTEK)

m PacwwupenHas naHens al'YC: «CD46, CFB, CFH, CFHR1, CFHR2, CFHR3, CFHR4, CFHRS, CFl, DGKE, PIGA,
THBD, HF1, HUS, ARMD4, FHR3, HLF4, CFHL3, FHR1, HFL1, CFHL1, MCP, FI, ARMD13, BF, GBG, ARMD14,
CFBD, NPHS7, ARMD9, THRM, THPH12, ADAMTS13, C3»

o MOHEKYHSIPHOG KapuotunuposaHue. aeneuvn n gynnnKkaumun, accounnpoBaHHble ¢ KIMHW4eCKUM ANArHO3oM
nnn cMMNToMamu

HepelueHHble BONPOCHI:
v’ cemeiHan unu cnopagnyeckasa ¢opma alryc ??7?
v' dopma al'YC, He cBA3aHHAA C MyTaLMeN reHOB, KOAMPYIOLWMNX BeNKn KoMNaemeHTa???

Tun HapyweHus KoopauHatbi MpoTAXKeHHOCTb 3aTPOHYTble reHbl Konuuecrso Konwui

Heterozygous chr1:1967437211968 58063 CFHR1, CFHR3
deletion 01783



Pe3ynbraTtbl KOHTPONLHOrO 06CcnepoBaHUA Yepes 2,5 mec. ot cTapTa
neyeHus 3ausapueii ®

lNoKasaTtenum 23.07.19 PedepeHcHbI Nnpeaen
Hb, r/n 123 115-135
TpomboumnTtbl, 10%n 340 217-553

nAar, Ea/n 218 81-234
MOYEeBUHA, MMOb/N 5,84 2,8-7,2
KpeaTUHUH, MKMO/b/N 34,9 18-44

6enok mouu, r/n 0,5 0-0,12
OTHOCUTENIbHAA NNOTHOCTb MOYM 1.025 1.010-1.025
3pUTPOLMUTLI B N/3p. 8-10 3-5

JleyeHune ausapueli ® npogonkaercs



dbdekTbl Inusapuu® Ha npumepe KAMHUYECKOro cay4yas

CoxpaHeHa *KM3Hb pebeHKy

KynuposaHbl rematonormyeckue npoasneHma TMA

Mocne 2 HbY3UKM Inuzapuu®: Hayano BOCCTAaHOBIEHMA AMYype3a,
npeKpalwieHne nepuToHeanbHOro gnannsa

BoccTtaHoBneHUE GYHKLUMNM MOYEK

Perpecc saKcTpapeHasibHbIX CUMNTOMOB

YIy4LWMN0OCb KAQYeCTBO KU3HMU

VVVY VVY

[ COXpaHFIETCﬂ dpTepUuasibHaAd TMNEPTEH3IUA, FMFIeprOCI)VI‘-IECKaFI KapanommonatmAa }




3aKknoyeHue

» OTcyTcTBYIOT TEcTbl, noarsepKaatowme al'yYC
» [unarHo3s al'YC He BbI3biBaeT coMHeHMK npu aebrote TMA:

v’ 6e3 duapeliHo20 npodpoma U MHEBMOKOKKOB0U UHGeKyuu

v’ [ipu M0OBMOPHbLIX 3NU300aX NadeHus 2eMmo2a106uHa U mpombéoyumos fpu
MaHugpecmayuu 3a6one8aHusA

v [pu noemopHsix 3nu30008 akmusHocmu TMA Ha ¢hoHe ceemsozo
MPOMEeHYyMmKa

» alYC— gmnarHos ucknwoyenHuma!!!

»  ABHbIN KNIMHUKO-NabopaTopHbIN 3P PeKT IKyausymaba
noatresepxaaet gnarHos al'yC



