AKyLUEpPCKUN aTUNNYHDbIN FreMOIUTUKO-
vypeMnYEeCKMN CUHAPOM: XKU3HecnacawLlas
Tepanua sKyansymabom

[lpokoneHKo E.UA., I'ypbeBa B.M.

Y3 MO MOHUKN nm. M.®. Brhagnmupckoro, MocKkBa
Y3 MO MOHWUWAT, MockBa



KAvHmnUYeckoe HabaoaeHmne

e b-a X., apmaAHKa, 23 roaa, 1-a bepemMeHHOCTb, paHee 340Pp0Ba

e C 28-i1 Hegenun — 6enok B mouye 0,3-0,5 r/cyT, neumnnacb No m/*
no nosoay ¢etonnaueHTapHOM HeJOCTaTOYHOCTH

e [1pn cpoke 35-36 Hea. camocToATe/IbHO 0bpaTmiach B
MOCKOBCKMIN 06N1aCTHOM NepUHaATA/IbHbIN LLEHTP C FTOJI0OBHOWM
6onbto; A, 170/110 mm pt.cT., Hb 112 r/n, neik. 17,6*10°/n,
Tpomb6. 105*10 °/n, 6enok mouu 13,7 r/n, 6unupybmH obwmi
23,1 mkmonb/n, ANIT 166 Ea/n, ACT 239 Ea/n,

KpeaTUHUH CbIBOPOTKU 91 mKmonb/n

e lnarHoctuposaH HELLP-cuHapom

* JKCTPEHHOEe KecapeBo CevYeHUe: }KMBOU MasibuuK, pocT 47 cm,
macca 2200 r, Anrap 7/7



* Bo BpemAa onepaumnnm — noBblilLleHHaA KPpOBOTOYUBOCTb TKaHeun

* MNocne onepauuu - Koma, onurypums — 50 mn moum 3a 8 uac,
Al 150/100 mm pr. cT.

e Yepes 4,5 yaca nocne onepauum Hb 59 r/n (V/),
Tpomb6. 25 *10 °/n (J/), GunupybuH 66,7 memonn/n (1+),
ANT 183 Ea/n, ACT 396 Ea/n (1), KpeaTHuH 114 mKmonb/n

e IB/1, uHOY3MOHHAA, yTepoToHNYeckaa Tepanua, MgS04, 1 no3a
C3I (Bo BpemA onepauuun), sBBegeH MI

e [lepeseaeHa B PO MOHUKWUN num. M.®. Bnagnmmnpckoro



‘npl/l noctynaieHnn: Koma, UKTeEPUYHOCTb KOXHbIX MOKPOBOB,
OTeKOB HET

e [IpoBogutca UBJI

e YCC 808 1 muH, AQA 150/110 mm pr. cT.

e ONnrypus, Movya KOPUYHEBOrO LIBETA

e Hb 54 r/n, neiik. 22,6 *10 °/n, Tpom6boUUTbI 105 23 *10 °/n,
e benok mouun 3 r/n, 3p. +3

* Buanpybun 142 mekmons/n, ANT 176, ACT 470 Ea/n,

NAr 2625 Ea/n, KpeaTnHUH 206 mKmonb/n,

Kanuii 4,8 mmonb/n, CPB 108 mr/n, npoTpom6uH. akT. 109%,
AT Il - 74%, MHO 0,94



e KoHcynbTauma HeBpoaora: OueHKa no wKane Masro — kKoma
2-3. PeaKkums 3pa4ykoB Ha cBeT oTcyTcTBYeT. JInuo
CUMMETPUYHO. MbleYyHbIn TOHYC — AndPYy3HAA TMNOTOHUA.
CyxoKunbHble pedneKkcbl OTCYTCTBYIOT.

e KT ronoBHOro mosra: KapTnHa ABYCTOPOHHEINro nuemmn4eCkun-
MMNOKCHNYECKOro nospexgeHmna roloBHOrO Mo3ra, AaHHbIX 34d
Ha/IMvyne remopparm4eCKknMx o4aros He Noay4yeHo.

e Y3/ manoro tasa M opraHoB OPHOLLIHOM NOJIOCTU: Pa3mepbl
MaTKn 110 x 89 x 106 mm (cooTBETCTBYIOT OObIYHbBIM
3HayeHusaMm B n/o nepuoae). MonocTb MaTKM He paclunpeHa.
CBoboaAHOM }KMAKOCTKU B Manom Ta3dy 20-30 ma. Ixo-
NMPU3HAKOB CTPYKTYPHbIX U3MEHEHUN OPraHoOB OPHOLLHOWM
MOJIOCTU HE BbIAB/IEHO.




lnarHos: 1-e cyTKM nocse aKCTPeHHOro Kecapesa
CeYeHUs No NOBOAY TAXKENON NPEIKNAMNCUN NPU
cpoke bepemeHHocTn 35 Hepaenb. HELLP-cuHapom.
[lonnopraHHaA HeAOCTAaTOYHOCTb: KOMa, COCTOAHME Ha
NBJ1, ne4eHOYHO-NOYEeYHaA HeAOCTAaTOYHOCTb. AHEMMUA
TAXKenoun cteneHn. CnctemMHas BocnanmTeibHas
peakuua. Nonmnceposur.




e [1nasamoobmeH (3 n) + nudy3sum C3r

e [0

e MeTnnnpeaHnsonoH B/B 1 r o4HOKPATHO
e Sputpoumntbl C noadbopom no peHoTuny
e UBJI

e DHOKCanapuH

e [Ipenapat AT Il

e AHTUMOMOTUKMK

e OKCUTOUWMH



2-5-e CYTK/ moc/ie poaoB

e Ha 2-e cyt nocne onepaumn KC - BbipaKeHHbIN napes
KULLIEYHWKA, pa3peLluBLUMNACA NOC/e CTUMYNALUMN.

e [lpoaosiKatoTca ceaHcbl [10 eXkeagHeEBHO

e CocTtoaHue Taxkenoe, xota JIAl, 6unmpybmH HECKONbKO
CHU3W/INCb, Ha 2-e CYT. OTMeYyeHO YaCTUYHOe BOCCTaHOB/IeHUE
CO3HaHWA BO Bpems ceaHca AP

e Ha 5-e cyTKu - BHOBb yXyALUueHune COCTOAHUA CO3HaHUA A0
KOMbI C YaCTMUYHbIM BOCCTaHOB/IeHUeMm BO Bpemsa ceaHca MO

e Hb73r/n, 1p. 100 *10 9/n (MHPY3MA TpomboLUTAPHOIA
Maccbl NO peLUeHUIo AeX. peaHumaronora)

e Bunnpybun 71,3 mkmonb/n, KpeaTuHuH 145 mKmonb/n
(nocne ra®d), NAr 324 ep/n, CP6 — 85,7 mr/n



PesyabTatbl 40NoAHNTENBHONO 06CAeaA0BaHnA

e AKTMBHOCTb meTtannonporemHasbl ADAMTS-13 B nnazme 39%
(KpoBb B3siTa A0 Ha4ana nedenus M0O)

e AHTUHYKAEapHbI GaKTop — OTPULAT. pe3yabTtaT

e AHTMdOCPonnnmnaHblie aHtutena lgG mn IgM — otpuuar.
pe3ynbrat

e BO/NYaHOYHbIM aHTUKOATYAAHT — He OOHapyXeH
e AHTUTENA K PpakTopy H—39%

e HBsAg, antutena aHTn-HCV, aHTtutena kK BUY — He
obHapyKeHbl

e [lpoba Kymbca — oTpuuar. pesynbraT

e Pe3ynbtaTtbl MMKPOHMOA. MOCEBOB:
- B MOYE M B KPOBU POCTA HET,
- OTAeNnAemMmoe Tpaxeu - pocTa HeT,
- otaenaemoe mn3 snaranvua — E. faecium menee 1073 un
S.haemolyticus meHee 1073 KOE/mn.




6-e-10-e cyTku

® B TeyeHune 6-x-10-x CyTOK nocsae poAoBs nNposBoAnUNUCH
exxegHeBHble ceaHcbl MO n nHpy3um C3M, oagHAKO COXPAHANNUCH
TpombouuToneHus (Tpombouuntbl 49-55*10 °/n), aHemus,
noBbleHne bunmnpybmnHa 3a cyeT HenpaMomn dpakuum,
NoBblEeHWEe KpeaTUHMHA CbIBOPOTKMU (256-296 mKmonb/n),
HEeCMOTPSA Ha BOCCTAaHOB/IEHME Anype3a U noanypuio o 3-4 n/cyt

e COXpaHANUCb HapyLweHnA CO3HaHUA, He N03BoAAlOLLMe
npekpatutb UBJI

® BHOBb BO3HMK TPYAHO OOBACHUMbIN Napes KULWEYHMKa, He
paspeLlatowminca nocae CTMMyAsaLUmm

e lnarHo3 HELLP-cmHApOoma Havyan Bbi3biBaTb COMHEHMUA



KoHcunmym Ha 10-e cyTKM nocne poaos

e CoxpaHamwwanaca Ha 10-e cyTKM nocne poaopaspeLlieHmna n He
yCTynatLiaa naasmorepanmm CUMNTOMATMKA 3aCTaBnAeT
OTBeprHyTb AnarHo3 HELLP-cuHapoma Kak camocToATeIbHOM
dopMbl NPE3KNAMMNCUMN.

* Hanbonee BepoATHbIM NpPeACTaBAAETCA AUArHO3 aTUNMUYHOTO
reMo/IMTUKO-ypeMUUYeCcKoro cuHaApoma 6epemeHHbIX.

* YyuTbiBaA N1a3MOpPE3UCTEHTHOCTb, Y NAaLMEHTKU UMEIOTCA
BUTa/ZIbHble NOKa3aHUA K BBeAEeHUIO NpenapaTa aKyausymab. [lo
noayyeHuUa npenapata NPoA0/IKUTb UHTEHCUBHYIO
naasmoTepanuio.

e [IpUHMMAA BO BHMMAHUE TAXKE/I0€ COCTOSAHME NALUUEHTKU U
HEBO3MOHOCTb 3KCTPEHHOW BaKLUMHALMK NPOTMB
MEHUHTOKOKKOBOMN MHPEKLMU, HEODXOANMA
aHTMONOTUKONPOPUIAKTMKA B TEYEHME BCEro Nepmnoaa NeYeHmns
3KYyAn3ymabom.



lononHUTeNbHbIM noarsepxgeHnem AnarHo3a Ctain
pe3yaibTaTbl uccnenosaHnNAa yposHA KOMMNOHEHTOB
KoOMniemMmeHTa, noJsiydeHHble yxXe rnocae KOHCNJInyma:.

- C3-komnnemeHT - 0,71 r/n (Hopma 0,83-1,93),
- C4-kKomnnemeHT - 0,17 r/n (Hopma 0,15-0,57)



e Ha 11-e cyTKM COCTOAHME MAUUNEHTKM - C OTPULATENBbHOMN
AnHamukon. NMocne ceaHca nnasmadepesa Ha poHe nHPpysun C3M1
Yy nauneHTKM Ha UBJ1 pa3sunacb KapTUHA OTeKa NIerkux ¢
nageHuem catypaumm KUCA0POAA U PEHTreHO10rMYecKom
KapTUHOMU OoTeKa nerkunx. BeegeHune C3I npuwaocb NpekpaTuTsb.

e Ha 12-e cyTKM - AanbHeunLee yxyaweHune nab. nokasartenen :

CHUXXeHue remornobuHa c 73 o 59,2 r/n, CHUKEHMe KoNn4yecTsa
Tpombouutos c 47 oo 31 * 10 ° /n, HapacTtaHue AT ¢ 315 no 451
ea/n, poct ypoBHA C-peaktusHoro 6eska co 102,8 no 187,4 mr/n.

e 12-e cyT. Nnocne ponos - npoBeaeHa nepsaa UHPY3UA
3KynAn3ymaba B gose 900 mr 6e3 ocnoXKHeHUMn.

e [nasmoTepanusa NOJHOCTbIO NPEKpaLLeHa.



e Ha 2-e-3-u CyTKM nocne BBeAeHMA 3KyAn3ymaba — nonHoe
BOCCTAHOB/IeEHUEe CO3HAHUA, Ha 3-M CYTKM npeKpaweHa UBJI,
AblXaHWE CaMOCTOoATEe/IbHOE Yepes3 TPaxeoCToMY.

® PEHTreHONOrMYeCcKn: NONOKUTENbHAA AMHAMMKA KAPTUHDI
JIero4yHOM TKaHMWU.

e OTme4yeHa bbICTpan NoOIOXKUTENbHAA AMHAMMKA
NabopaTopHbIX MOKa3aTenen.

e Yepes Hegento BbiNnosIHeHO BTOpoe BeegeHne 900 mr
3KynAn3ymaba, Ha cnegyowimii AeHb NauMeHTKa nepeseaeHa
u3 PO B TepaneBTUYECKOeE OTA,.



[InHamMmunKa nabopaTopHbIX NOKasaTesnen nocne

Ha4yana Tepanum aKynymabom

MNokasatenu Ao BBeA. | 3-ucyt. | 5-ecyt. | 7-e cyrT.
Tpom6ouuTbl, * 10 °/n 31 132 208 257
Buanpy6buH, 57,4 38,2 30,0 27,0
MKMmonb/n

KpeaTHuH, MKMmonb/n 234 111 86 76
MoueBuHa, mmonb/n 24,5 9,9 4,7 4,0
nar, ea/n (110,0- 451 340 274 267
295,0)

C-peaKrt. 6enok, mr/n 187,4 34,0 18,9 8,46
(0,01-4,99)




e Ha 22-e cyTkn nocne poaos (10-e nocne Havyana nevyeHusn
3KY/IM3yMabom) ocyllectBNeHa AeKaHYAAUMA TPaXeu.

e Ha 31-e cyT. nocne poaos (19-e nocne Hayasna KOMNIEMEHT—
NoAaBAAIOLLEN TEPANUU) - BaKUMHALUA NPOTUB MEHMHIOKOKKA
BaKUMHOU «MeHLUeBaKe»

e B TepaneBTUYECKOM OTAENEHUNN, A 3aTEM B AHEBHOM
CTauuoHape bbls1a NPoAoNKEHA Tepanua 3KyAu3ymabom: eLe 2
BBegeHnAa no 900 mr c nHTepsasiom 1 Hepena, a 3atem no 1200 mr
C MHTepBanom 2 Heagenwn. lNpounsoLwsia NosHAA HOPMAAM3auma
KIMHUKO-NabopaTopHbIX NoKa3aTenen. OgHako B TedyeHue 1,5-2
MeC. Nocae Ha4vyana ieyeHmA NPoaoKaam 6ecnoKonTb CUIbHbIE
ronoBHble 60aun

e [launeHTKa BbINMCcaHa M3 cTauMoHapa Yepes 2 mec. nocne
POAOB C peKoMeHaaUMen NPoAONKEHNS IeYEHUA IKYAM3YyMabom
B aMby/1laTOPHOM perkume



[IVHaMMnKa N1a60pPaTOPHbIX MOKA3ATENEN

Ha @OHE JIeYEHWS

. i ‘ ‘_H Hb _ ‘ H_‘ Eunupy6ux o6y,

4 et A | I |

ol R P e 7 NP AN — Y

) 4 ~ ~—— - 4/ — V\\

e e e e B

. rr e g 3N g — e —

TpombouuTl KpeaTuHuu
450 530 4‘_& ‘ ‘_H
:EE ‘ ‘ ‘ ‘ “ ‘_H /\~\ 300 / \

LT o % // \k

‘\M 200 ] ] ]
250 I ‘—‘ //\/ \ / \
200 150
o I W ol I y Y
150 ‘ / 100 24 } |
—
0 1 . : Y Y P 4 |
50
. \V/\/ \__V/ Y Y !
Bt e e T
0 T T T T T T T T T T T
Ge. o EE L ¢ Lgd
3000 i I I I I I I I I e
2500 \— 160 F &
\ 140 A FARN
Pk 7 7
2000 120 X = .
\ 1 I I 100 o n n n
1500 \ nig " e | \\ | |
Il I Il
w00 \ ' ' ‘ bl ' I ‘ . ' N ' '
40 \____\_
500 4' e 0 —¥ 1 ! 1 ————
DS s T T T hog Tos Tas Voo e T i et ot et st sl s awl aol 5ot aul a2l sl v ] sl md i)
Y s et i il i il e e s e T Tt e e e e e el a0 ¢ haps Tag ban Ny fan O9n MR MHiK Che S Yl Ched Chnet et anet gt e it gt aeet ieet iR Y S et et e e o
TS T, N, O, T T 1 1 A Ty A S 1 T T Y T A O T O T S T, O T T O N A 1 T 1 AN 1: VRN T, Y 1, Gl 1, Y 1 7 B v (B B - B S S N - S v B R B - T (O < s 5 R B
hhhhhhhhhhhhhhhhhhhhhhhhhhhhhhhhhhhhhhhhhhhhhhhhhhhhhhhhhh
[ L S S S S L L S S LS LSS LS S Y Y LS S L SN AN N N ST N T RO R} g o =@ @ @8 o .o &8 98 ¢ 9 g 9 8 @0 D @6 o @0 9 o 6 o o o 9 o 9
mmmmmmmmmmmmmmmmmmmmmmmmmmmmmmmmmmmmmmmmmmmmmmmmmmmmmmmmmm
L R B B S G H B YR e R R e AL W e BWEEEEE womoiH o OH R R N M oM oN NN NN BB O B 8 O 8 5 B B OB o

mmmmmmmmmmm
mmmmmmmmmmmmmmmmmmmmmmmmmmm

’ KecapeBo ceyeHue ‘ rooe ‘ MnA .v 3Kynusymab



e /leyeHune aKyamM3ymabom NpoaonKanocb B TedeHme 12,5

mec. nocsae poaos

e CocTOoAHME NaunNeHTKUN OCTaBa/10Cb YAOBJIETBOPUTESIbHbBIM,

ALl — B npeaenax Hopmbl

e Bce nabopaTopHble NoKa3aTe/in BO Bpemsa Tepanum — B

HopMme

e Yepes 1 roa nocne poaos yaanochb BbINONHUTb

reHeTn4yecCKroe nccaegosaHue



000 «[eHoTew», 111024, r. Mockea
AHnpoHOBCKDE Wocce, 26, k.6, 3 ITax
Ten.: (495) 215-15-14, www.genotek.ru

MeguuuHckaa nuueHsua: No-77-01-008810 '
Hanpaensowmi cneumanuct: JembioHoea K ‘

NauymeHT: XauukaH T.H.
N2 npobupru: CA1475

3aKknouyeHue No ceKBeHUpPoBaHUIO 3K30Ma

AHanuz npoeefeH MeTOAamMi CEKBEHNUPOBAaHNA CNeayollero NoKONeHUa ¢ cnonb3oBaHueM Habopoe ana

oborawenns sxzoma Genotek Clinical Exome (Illumina Inc., CLUA) 1 cekBennpoBadna [JHK nponssoacTea

Tlumina (Illumina Inc., CLUA). BuonHdgopmaTnueckan obpaboTka AaHHbIX NPON3BEAeHa B COOTBETCTBHN C
perynaguaMit ACMG (CLLUA). PedepeHcHan nocneaosatenbHocTe Human genome 19 (hg19) build 37.

3aKknuyeHue

B  pesynbTate  CeKBEHMpOBaHWMS  3k30Ma  ObliM  UCCNEnOoBaHbl  reHbl
CD46,CFB,CFH,CFHR1,CFHR2,CFHR3,CFHR4,CFHRS5, CFI, DGKE,PIGA, THBD,HF1,HUS, ARMD
4,FHR3,HLF4,CFHL3,FHR1,HFL1,CFHL1,MCP,FI,ARMD13,BF,GBG,ARMD14,CFBD,NPHS7,AR
MD9,THRM,THPH12,ADAMTS13,C3 (HEMOLYTIC UREMIC SYNDROME, ATYPICAL,
SUSCEPTIBILITY TO) Ha Hanuuve naToreHHblx MyTaumi (cornacHo OMIM, SIFT u

PolyPhen2).
MaToreHHbIX MyTaunii B MCCNEA0BaHHbIX MTeHaX He BbISBEHO.

MaToreHHble MyTaLUn reHOB MUTOXOHAPMIA, CBA3aHHBIE C YKa3aHHbIM KINMHUHYECKUM
¢heHOTMMNOM , He BbISBNEHBI.

XpOMOCOMHble MMKpoaHoManuu (B ToM umcne CNV), cBa3aHHble C yKa3aHHbIM
KIIMHWYeCKUM (heHOTUMNOM , He BbISIBNEHD.

MyTauWm C BbICOKOW Y4acTOTON BCTPEYaeMOCTU annenei, SBnalLMecs BEposTHee
BCEro HelTpanbHbIMKU, MOTYT BbITb NPeaoCTaBNEHbI MO 3anpocy.




e B aBrycte 2016 r. (13 mec. nocne poaoB) aKynnsymab 6bin
OTMEHEeH

e CocTosiHMEe NauMeHTKM OCTaeTca YA0BAeTBOpUTEIbHbIM. HKanob
HeT. Al 120/80-110/70 mm pT. CT.

* B Hosi6pe 2016 r. noKkasaTenn KJAnH. aH. KPOBU M 06L,. aH. MOYM
— 6€3 NaToNOrnM4YecKknx U3SMeHeHn"

* BunnpybuH cois. 16,7 mkmons/n, NAI 166 Ea/n (Hopma 135-
214), moyeBUHa 2,6 MMOb/N, KpeaTUHUH 64 MKMonb/ A,
pCK® 115,6 ma/munH (CKD-EPI)

e [laymeHTKa BocnmTbiBaeT pebeHKa. Manbumnky 1 roa n 5 mec,,
pa3BMBaeTCA HOPMa/ibHO



OcobEeHHOCTUN KNINHUYECKOro HabatoaeHus

1. alYC gebtotnposan o poaopaspewieHnsa Kak HELLP-cnrgpom

2. CBoeBpemMeHHO HayaTas Tepanua naasmadepesom No3BosNNG
NILWb BPEMEHHO CTabuan3npoBaTb COCTOAHME POANNBHULLbI

3. OTtmeyvanocb cepbesHoe ocnoHeHne seegeHnAa C3IN — TRALI-
cnHapom? NMoparkeHne nerkmnx npu alyYC?

4. TonbKko BBegeHue 3KynM3yN\a6a MOo3BOJZIMN1O CMNAaCTN KN3Hb
MNAaUMNEHTKU N COXPaAHUTDL (I)yHKLI,I/II-O no4yek

5. [pu nocneaytouiem reHeTU4eCKom UccneaoBaHnm He bblino
0bOHapyXeHO N3BECTHbIX MyTaLUKN, YTO HE OTMEHSAET AMNArHO3
alYC

6. [laumeHTKa B 0bo3pumom byayuiem cobmpaeTca CHOBaA
NAaHNpoBaTb bepemeHHocTb! Hawa TakTMKa??



