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AKyuwepckaa TMA

Poabl

I Nocnepogosoi nepuog,

KA®C

alryc

Cencuc c AABC




McTopusa 3aboneBaHus

MNauneHTKa 25 net, r. BhaansocToK

HacneacrtBeHHbIM aHamHe3 He oTarouweH. B 2005 (14 net) r. 1-as 6epemeHHOCTb, NPOTEKaBLUaA
6e3 ocobeHHOCTEMN.

AHamHe3 n maHndecTaums 3abonesaHus:

HacTtoauwaa bepemeHHOCTb BTOpas, NpoTeKkana 6e3 usmeHeHui
Tp 233 Tbic B MKA, HB 113-110r/n., 6/, remocTtasnorpamma 6e3 ocobeHHoCTEN,
OAM B Hopme, Al 120/80 mm pT CT.

11.06.2016 23.40 - Ha cpokKe 35-36 Hegenb npexxaeBpemeHHasa OTC/I0MKa HOPMaJlbHO
pPacnosioxeHHoW nnaueHTbl. lopogosoe KposoTeveHmne. XOIMH. OcTtpas BHYTpMyTpObOHas

NMMMOKCUA Naoada.

12.06. 16r 00.02- sKkcTpeHHOEe KecapeBo ceyeHme (3 mBon manbumk 2490 T, 48 cm.)
Obuiana kposonotepa 1300 ma.




Mocne poaopaspeweHUa B TedeHUe 12 yac:

v" OMNN (onurypua — aHypwmsa, runeprupartaums)

v NMopaxeHune UHC (conop-koma).

v’ [IbIxaTenbHaA HegocTatouHocTb: B 15.30 nepesog Ha UBJI.
v’ MNopaskeHne neyeHu

[emoenobuH 95-74-612/n wusoyumsr>1%
Tpombouumer 140-68-48 mobic.8 MK J14r 1995 Efl/n
AJIT 16,3-29,4-144,9 Efl/n 2arnmoe2ao0b6uH <8 me/0 (35-250)

ACT 66,1-158,3-305,5 E/l/n p-uua Kymbca omp.
Kpeamuru+x 101,9-190,5-232,0 MKMOsb/n -

[NepeseaeHa B OPUT MNKKB Ne 1.

AdononHutenbHo:

C3 58,2 me/0n (90-180);
C4 13,2 me/0n (10-40)
ENA-npoguns omp;

AT K KapouonunuHy -N



JleueHue

;'L; e nm3OnO MO 50mn/Kr 93Kynmsymab
*MIHPY3MOHHAA TepanuA l l' l
femornobuH, r/n .‘58 80 92 114 —
TpombouunTsl, x10%n 29 48 40 61

KpeaTuHWH, mkmons/n 250 306 227 230

ACT, EQ/n 305 127 55 34

ANT, EO/n 145 66 31 25

NAr, EQ/n 1995 1803 1255

N

* BocCTaHOBMANOCb CO3HaHUe

* [IpekpaweHa UBJ1

» Onypes 19.06 -900 mn/a, 20.06 —
3a 8 yac -700 mn




CnekKkTp akywepckux TMA cpeau c npegnonaraembim
anarHo3som alyYC (n=58)

HELLp ABC

50
cencuc + aly
10%

KA®C
9%

KnnHuuyeckue npoasneHun
nocnepoaosoi TMA:
*MATA
*TpombouunToneHms
*Ol1

N ACT, ANT
*HapyweHne co3HaHUA
*[lbixaTenbHaA
He4OCTAaTOYHOCTb
*OCTpana cepaeyHan
HeAOoCTaTOYHOCTb



AnddepeHumanbHbi guarHo3 nocnepogoson TMA

CUMMTOMDb! HELLP KA®C Cencuc ¢ ABC

AvHamuKa nocne ponos NONOXMUTENbHaA

(B TeyeHue 24-48 ‘-IaC) oTpunuaTesibHaA oTpuuaTesZibHaA oTpuuaTesibHaA
Hacrora Al 80% 80-100% 80-100% VAL
MATA na Aa Aa Aa
TpombouutoneHus aa aa aa na

onn 3-15% 100% 70% Aa
Koarynonatua _/+ _/+ —/+ ++

J ADAMTS13 (Ho >10%) _/+ A /4 -

A n/vinn B Tpom603bl HeT HeT aa aa

MNOH na na na Aa

AkTtnauyma AlK na na na M.6



UcTtopuna 3abonesaHus

B 2015r. (21 roa) 1-a 6epemeHHOCTb, NpoTeKasna 6e3 nameHeHUn (CpoyHble poabl Ha
42 Hepene, pebeHok 3500 rp, poct 52 cm).

B 2016 r. (22 ropa) 2-1 6epeMeHHOCTb - BblKMAbILW Ha cpoKe 10 Heaenb.

B 2017 r.—3-a 6epemeHHOCTb (HacToALLaA)

C 35 HeZenn - OTeKN HUKHUX KoHeuyHocTel, A no 140/100 mm.pT.CT.
[ocnuTanmM3anpoBaHa B [lepuHaTaNnbHbIN LEHTP NO MECTY Xutenbcrsa. [pu obcnegosaHnm:
v 2emo2106uH (Hs) 118 2/n rny 0,5 2/n
v mpomboyumsi 263 moic 8 MK
v ¢pubpuHozeH 3,52/n
v KpeamuHUH cbiBOPOMKU 64 MKMOsIb/11.

[unarHo3: Mpeaknamncusa. B pesynbtate Tepanuu marHesuen, gonerntom 250mr 2 p/c,

amnogmnuHom 10mr 2p/c Al ctabunmsmnposanock Ha yposHe 110/70 mm.pT.cT.

Yepes 4 aHA, Ha cpoke 35-36 Heagenb — NnpexaeBpemeHHasa OTCA0MKA NAaLEeHTbI,

OCTPbIN ANCTPECC CUHAPOM NI0AA, SKCTPEHHOE ONepaTUBHOE poaopaspelleHme (pebeHokK

2650 rp., 45cm). O6BEem KpoBonoTepu coctasma 1500ma.



Yepes 2 yaca nocne poaopaspelleHms:
[emoenobuH 109-83 2/n,

Tpombouumsi 161-86 meic. 8 MK

Jlelikoyumeor 12,8 — 35,6 meic

ACT, AJIT, bunupybuH, KpeamuHUH, 2atoKo3a — N

D NN

B TeyeHne CyToK

Ounypes J 300 mr/c

A 1 140/100 mm.pT.CcT

Kpeamu+HuH 329 mkmons/n (N 0o 110) [emoenobuH — 80-76 2/n
ACT — 188 ed/n (Hopma 0-40) Tpombouyumsl — 51 mbic.8 MKn
Henpamol bunupybuH — 83 mkmons/n (N 5-21)  Jlelikoyumesi — 34 meic.

JIAr — 2108ed/n (N 240-480)

®dubpuHoeeH 1,6 2/n1 (N 1,8-4,0).

Y3U — cBob60ogHaAA KNAKOCTb B OPHOLWHOM NONOCTU, FEMAaTOMA LLUBOB Ha MaTKe

NSRS S

JKCTPEHHAA PenanapoToOMMA, SKCTUPNALMA MAaTKU MO KMU3HEHHbIM NOKa3aHnAM. Ob6bem
KposonoTtepu 600 mn.

CymmapHbIv 06bem Kposonotepu 2100 mn



B AanHamukKe:

v/ ocTpas gpixaTesibHasa He4OCTaTOYHOCTb, noTpebosasuasa UBJI
v' ONMN (anypua, rmneprugpartauma), Hadyata Tepanua ceaHcamm MNBBIAD.

v’ 2emo2nobuH 76-83 2/n nelkoyumeol 34-12 meic.

v’ mpombouyumel 51-66 meic 8 MK pocm mM/¢haopbl Npu nocese Kposu -omp
v' J1Ar 2108 — 3775 Efl/n

IwnarHos: TMA.
v KpeamuHuUH 329 MKMOos1b/11. ACT 188 — 39 E/fl/n

JleyeHue:

NHY3MOHHaA Tepanus

AHTUBOaKTEpUanbHaA Tepanusa

TpaHcdy3nm sputpoumTapHomn maccbl, C3MM (B BuAe TpaHcdy3nii no 500 mn/cyT.).

ADAMTS 13 -42% (N 93 - 113%)
AHO® oTp.

C; 1,07 r/n (N 0,83 -1,93) Hwnarnos: al'YC.
C,0,14r/n (N 0,15-0,57)

BOJIYAHOUYHbIN aHTUKoaArynaHT— 1,29 cek. (N<1,2)




JleueHue

AKynmu3ymab 100 m——
Pogbl 900 mr Mr
20317 § 4 I 4 U
- 31.03.17 | 28.04.17
femornobuH, r/n 83 -98 110
TpombouuTtsl, x10%n 66 — 259 218
KpeaTnHuH, mkmons/n 330 115
NAr, EQ/n 3775—-1571 576
[peKpaweHa [lpekpaLueHa
NUB/I J T
KnekcaH 0,6 mr/c
‘OCprIVIU BA- non.(1,56 cek)
dneboTpomb03 1 antuten Kk B2-rN-1 - 48,53 otH.en./mn
rnyboKux BEH NpaBom (N < 20)
HUXHEN KOHEYHOCTU AK/-N
*J 3peHus

OwnarHo3s: NAPC



AunarHoctuyeckue Kputepmn KA®C (npuHaTtbie Ha 10-m
MexayHapogHom KoHrpecce no A®C B r. TaopmuHa (Cuuunua, Utanus,
CeHTABPb-oKTAGPL 2002 1.)

1. KanHnYyeckme NposiBAEHUSA OKKAO3UM COCYAO0B Tpex nan 6onee opraHoB U CUCTEM OpraHoB?!

2. Pa3BuTHE KANHUYECKUX NPOSABIEHUIA OAHOBPEMEHHO UK, MO KpalHel mepe, C MPOMEKYTKOM He bonee Hegenw.
3. [ucToNnornyeckoe NoATBEPKAEHNE OKKIO3MM COCYA0B ME/IKOro Kaimbpa, No MeHblUel mepe, B OAHOM opraHe?.
4. Ceponoruyeckoe noarsep:aeHue Hannuma AQA: BonYaHOYHbIA aHTUKOAryAsHT, U/UAn aHTUTeNa K

aHTUKapAMOAUNUHY, N/UAn aHTU-b2-rinKonpoTeunHy I3
Nunarnosy KA®C (definite CAPS) cooTBeTCTBYET Ha/iMuMeE BCEX YETbIPEX YKa3aHHbIX KpUTEPUEB.

BepoaTHbit anarHo3 KADC (probable CAPS) moxHO 3anoa03puTb Npu 0OHAPYKEHUM Ceayowmnx KombHauum
KpUTEPUEB:

— BCEX YETbIPEX KPUTEPUEB C BOBIEYEHMEM ABYXOPraHOB MU/ CUCTEM OPraHoOB;

— BCEX YETbIPEX KPUTEPUEB NPU HEBO3MOXKHOCTU NabopaTtopHoro noareep:aeHns APA no ncreyeHnm 6 Hea. nocne
NONy4YeHUA NEePBbIX NONOKUTENbHbIX NabopaTOpPHbIX pe3ynbTaToB (B Cy4ae paHHEH CMepPTU NaLneHTa ¢
HeyCTaHOBAEHHbIM paHee anarHosom ADC);

— Kputepues 1, 2, 4 (ecnm OKKNO3UIO MENKUX COCYA0B HEBO3MOXHO NOATBEPANUTb TMCTONOTMYECKH);

— Kputepues 1, 3, 4 (ecam TpeTnn anmn3oa pa3BMBaETCA NO3XKe OAHOM Heaenun, HO B TeYeHME NepBOro mecsaua nocne
BTOPUYHOTO NOPaXKeHUA, HECMOTPS Ha aHTUKOAryAsIHTHYIO Tepanuio)

1InarHo3 Tpomb03a NoYeyHbIX COCYA0B YCTaHAaBAMBAIOT NPU YBEANYEHUMN YPOBHA KpeaTMHMHA B CbIBOPOTKE KPOBU B 2 pas3a, apTepManbHOM runepTeHsmm — 6osee 180/110 mm pr.
CT., NpoTenHypumn — 6onee 500 mr/cyT.

2T1pn TMCTONOTMYECKOM MCCNEA0BaHMM BbIABAAETCA TPOMBO03, XOTA MOXKET 06HaPYKMBATLCA U BACKY/IUT.

3Ecnm paHee amnarHos A®C He cTaBW/ICA, ONA CEPOIOTMYECKOro NOATBEPKAEHMA HEOBX0AMMO BbifiBeHWe ADA, No MeHbLLEN Mepe, B ABYX C/y4asaX C UHTEPBA/NIOM HE MeHee 6
HeZ. (He 0bA3aTeNbHO BO BPEMSA KIMHUYECKMX NPOABAEHMI) (NpKn nociegHem nepecmoTpe Knaccudukaumm AGC peKomeHayeTca YBENMUYNTb MHTEPBA MEXKAY CePOIOrMYECKUMM

Adanu2amm no 12 uen



KomnnemeHTapHbin ctatyc y 60nbHbIX KADC u al'yYC

AunarHo3 | CFH, AKTusHoctb |CFl, CFB, CFD,
MKr/mn CFH, % MKr/mna | mKr/mna |Hr/mn
L snopoeble | 140-260 70-130 \ 178-331 280-520 78-145
KADC 797,33 26 260,11 676 292,56
(+156,26) (+13) (£122,94)  |[346;1392] |(171,13)
aryc 726,79 59 407,43 426,5 388,50
(£221,39) (+£32) (+187,11)  |[367;496] | (+190,53)
\ 0,451 0,025 0,015 0,346 0,344

lembaHosa K.A., Koznoesckaa H./1., bobposa /1.A., Koznos /1.B., AHOuHa C.C., lOposa B.A., Kyyuesa A.M., PowynkuHa C.B.,
Lunos E.M. CpagHumenbHsIl GHAAU3 U3MEHEHUU 8 cucmemMe KOMaemMeHma npu Kamacmpogu4eckom aHmugocgonunuéHom
CUHOpOMe U amumnu4yHOM 2eMosIUMUKO-ypeMU4Yeckom cuHopome. BecmHuk PAMH. 2017;72(1):42-52. DOI:10.15690/vramn769



https://doi.org/10.15690/vramn769

YpoBeHb aKTUBHOCTU KOMMOHEHTOB KOMMNJIeMeHTa U 3Kyan3ymab-C5

KomnnaeKcoB y naumeHTku ¢ MAPC Ao n nocne poaos U ieyeHUA
3KYIM3ymabom coOTBETCTBEHHO

Reference range (adult) Patient day 0 Patient day 8’ Infant day 8’

C1q, % 78-131 55 47 33
C4, g/L 0.1-0.5 0.20 0.18 0.06
C3, g/L 0.7-2.0 1.38 1.40 0.41
C5, % 72-171 159 272 43
C6, % 63—-154 128 119 15
C7, % 112 129 47
C8, % 91 99 19
Classical pathway activity, % 10 3 0

Lectin pathway activity, % 100 1 0

Alternative pathway activity, % 28 1 0.5
Eculizumab-C5 complexes, p.g/mL 0 98 0.3

; Day 0: day of the 1st dose of eculizumab (sample obtained before treatment).

" Day 8: day of delivery by caesarean section (day after the 2nd dose of eculizumab).

Gustavsen, Alice; Skattum, Lillemor; Bergseth, Grethe; Lorentzen, Bjorg; Floisand, Yngvar; Bosnes, Vidar; Mollnes, Tom Eirik; Barratt-Due, Andreas
Medicine96(11):e6338, March 2017.doi: 10.1097/MD.0000000000006338

Copyright © 2018 The Authors. Published by

Wolters Kluwer Health, Inc.
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MpUUYMHbI MaTEPUHCKONU CMEPTHOCTHU

0O6sa3aTenbHbIMU KPpUTEPUAMMU

KpoBoTe4yeHue

239, ana AnarHosa cencnca ABAAKOTCA

oyar I/IHd)EKLIMI/I " Hain4dyume

Apyrue
WHEKLMOHHDBIe NPU3HAKOB NOANOpPraHHoOM
6onesHu
HeAOCTAaTOYHOCTMH. CuHgpom
CUCTEMHOrO BOCMAAUTENBbHOTIO

oTBeTa He ABNAETCA bonee

obA3aTeNbHbIM Kputepmem cerncuca,
OCNOXXHEeHUA poaos
4% TaK KaK OTCYTCTBYET Yy KaxXgoro

BOCbMOIo nauneHTa C TAXKE/IbIM

\

\
\

\

1

I

I
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/

cencucom

U
U

~ s’
Sam="

Bhutta ZA1, Black RE. Global maternal, newborn, and child health--so near and yet so far. N Engl J Med. 2013 Dec 5;369(23):2226-
35. doi: 10.1056/NEJMra1111853, lllucbmaH E.M., Kynukoe A.B., 3aboriomckux U.b6., beriomecmHos C.P. Ha4darnbHas
meparius cericuca u cernmu4eckozo woka 8 akyuwepcmee. KnuHudeckue pekomeHOoauuu (2016 e), nekyus «OflIlN npu
b6epemeHHocmu» NpokoneHko E.N.



https://www.ncbi.nlm.nih.gov/pubmed/?term=Bhutta ZA[Author]&cauthor=true&cauthor_uid=24304052
https://www.ncbi.nlm.nih.gov/pubmed/?term=Black RE[Author]&cauthor=true&cauthor_uid=24304052
https://www.ncbi.nlm.nih.gov/pubmed/24304052

daKTopbl PUCKA pPa3BUTUA CENcUca U CenTUYecKoro

LLIOKa B aKyLLUepcTBe

BHEOONbHUYHBIN, NHOULMPOBAHHBLIN abopT

Hn3Kknin coumanbHO-3KOHOMMUYECKUM CTATYC
NMmmyHoaePMUUTHOE COCTOAHUE

XPOHNYECKME oYarn MHPeKLU MK

CaxapHbin anaber

[MpexaeBpemMeHHbie poabl

AHemMmunsA _
OnepaTuBHble BMeLLATeNbCTBaA (KecapeBo ceveHue)
KpoBonoTeps, remopparmyeckni oK

BHYTpPMMaTOUYHbIE MaHUNYAALNN

[lpesaknamncma n aKnamncusa =

lononHutenbHbIE
KOMMNEeMEeHT-
aKTMBMpyrome
COCTOAHUA

LHlugpmar E.M., Kynukos A.B., 3abonomckux U.b., benomecmHos C.P. HauanbHaA mepanus cerncuca u cenmuyeckoz20 WoKa 8 aKyuepcmeae.

KnuHnuyeckue pekomeHoayuu (2016 2)



MaumneHTtKa K., 23 roga.

2-a (HacToALWwaA)
6epemeHHOCTb

39 Hep,

1.NHekuma

4. Poabl

2. Nnapesd

3.HELLP-
CUHAPOM

5. Py4yHoe otoeneHue
nocrepa

6. KpoBoTeueHue

7. AMnyTauma maTkum

8. Cencuc




02.11.15 - poapbl
02.11.-12.11.15

YXyglueHne coCToAHUA:

*MNopaxeHune LUHC (koma, remunnerus, npm KT — o4aroBbix UI3IMEHEHUN HE HANAEHO)

*OMNH (onuroaHypus, runepruapataumsa, KpeaTuHuH 572 mkmonb/n)

*CepaeyHas HeoCTaTOYHOCTb (rMnepruapartauma, NosblleHne TponoHnHa 9,06 Hr/mn )

[1biIxaTenbHanA HeAOCTaTOYHOCTb (PeunanBUPYIOLWMA OTEK NETrKUX, rmapoTopakc 420 mn,
remoTopakc )

*Y3U 6p. nonoctu: acumt (1800 mn)

*3IC: 3p03UBHbI FEMOPPArM4YeCcKUin racTpuUT, MOBEPXHOCTHbIE A3Bbl BEPXHEN TPETU KenyaKa

KnuHuko-naboparopHaa guHamuKa

femornobuH 36-70r/n KpeaTUHUH 86 —572-224 mKmonb/n
Tpombountbl 40 — 84 ThiC. B MK/ AcT 256,7 — 54,5 EO/n
Nenkountbl 30,7 - 15 TbiC. B MKA AnT 217,3-21,2 EAO/n
nar 614 — 862 EA/n 6MANpPYOUH 201,4-87,5 wmr/an
[MpoKanbUMTOHNHOBLIN TecT 10 mKr/n amwunasa 92 —42 EQ/n

[Mpn noobcnenoBaHUN.
ADAMTS 13 23%




ATUNNYHBLIA FrEMOIUTUKO-YPEMUYECKUU CUHAPOM

13.11.15-02.12.15 Tepanusa akyansymabom (nposeaeHo 3 nHoy3nm skynmsymada no 900 mr
eXxeHenesibHO)

KnnHuKko-nabopatopHas AnMHaMUKa:

* BoccTtaHOB/IEHWE CO3HaHME

* PerpeccupoBaHme OTEYHOIO CUMHAPOMA;

* Hopmanusauyma tpomboumntos (200TbiIc)

* Hopmanusauns dyHKLMM nodek (KpeaTuHUH Kposu 4o 90 mmonb/n)

02.12.15 TpaHcnopTnpoBaHa B KnnHuky num. E.M. Tapeesa

Mpu noctynneHumn
p y [emoznobuH 96 2/n

*Temnepartypa Tena 38,6 — 36,8°C
Tpombouyumer 800 mebic. 8 MK

* [HOMHOE oTAenaemoe 3 nNJieBpanbHOro -
JleuKkoyumesl 23 mbiC. 8 MK

eHaxa,
2l KpeamuHuH 0,7 me/0n

HarHoeHue nocnaeonepawlMoHHOro pybua
PR AR 6unupybuH 67 ma/0on

* UHC: npaBOoCTOPOHHUIM remunapes
amunasa 3N

* Jlerkue: remoTopakKc
A4ar 902 Efl/n

* «bypas» moya

* [MapanaHKpeaTnyeckmn abcuecc? e
P P . [lepeBeneHa B OPUT rHomnHom xmpyprum



*04.12. - P t po 39°C, reHepanM30BaHHbIN CYA0POXKHbIN NPUNaA0K
*[MoceB Kposu: pocT m/dpopbl
JleyeHune
e CaHauuA paHeBbIX NOBEPXHOCTEMN
* C3M
* JlnHesonng, TazounH, unnpoPaoKcaumH
KnnHuko-nabopatopHasa AMHaMMUKa

* YNy4ylleHMe COCTOAHMUA, yaa/IeHUE TPAaXeoCTOMbI, MaLMEHTKa CTasa akTUBHO 06LWwaTbCA
Hopmanunsauuna temnepatypbl
* Perpecc HEBPONOrMYECKON CUMNTOMATUKMN

femornobuH 96 -100r/n KpeaTuHuH 0,57 mr/an
Tpomboumntbl 800— 336 ThIC. B MK AcT 21,9E0/n
Nenkountbl 23 — 7,6 TbIiC. B MKAN AnT 23,7E0/n
nar 902 — 656 EA1/n 6unnpybumH 40 mr/on

C 09.12.15 npogo/KeHO neyeHne akynmymabom

B 2016 — nccnepoBaHme reHOB CUCTEMbI KOMMJIEMEHTA — NATOME€HHbIX MyTaLWW,
accounmnpoBaHHbIx ¢ alYC He BbIABNEHO



MporHo3 u neyeHue pasnUyHbIX Gopm NOCNepPoa0BOoA
TMA

[MoyeyHbIN bYHKUMA NoYekK Hebnaronpmuar Hebnaronpuar OTH.6naronpwu-
NPOrHo3 BOccTaHaBnuBaetTcs Hbi (TMNH 75%) HbIN ATHbIW
MNOJIHOCTbIO
MaTepuHCcKas 0-1,1% 26% (n=45) ?7? 15%
CMEPTHOCTb
JleyeHue C3I1, C3I1, C3I1, C3I1,
IKynn3ymab? dKynnsymab IKynn3ymab? Ab

Sibai BM, Ramadan MK, Am J Obstet Gynecol. 1993 Oct;169(4):1000-6; Fakhouri F, Vercel C. Clin ] Am Soc Nephrol. 2012 Dec;7(12):2100-6. Gustavsen,
Alice; Skattum, Lillemor; Bergseth, Grethe, Lorentzen, Bjorg; Floisand, Yngvar; Bosnes, Vidar; Mollnes, Tom Eirik; Barratt-Due, Andreas

Medicine96(11):e6338, March 2017.doi: 10.1097/MD.0000000000006338



AnHamunKa nabopaTtopHbIX NOKa3aTesien B pesynbraTte
nnasmoobmeHa y naumeHToK ¢ cuHapomom nocnepogosou TMA
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M.Y. Owens et al. Transfus Apher Sci. 2013 Feb;48(1):51-7. doi: 10.1016/j.transci.2012.05.016. Epub 2012 Jun 14.



https://www.ncbi.nlm.nih.gov/pubmed/22704633

MoueuyHbIX UCXoAa 1 NeTaZIbHOCTb NPU Pa3NNYHbIX popmax

100%

[ pyHKLUMA NOYEK BOCCTAHOBU/IACb
O XbM 4-5 cT.
mra

B neTanbHOCTb

akywepckon TMA

KADC CencuccalyC
n=5 n=8

80%

Kosnoeckasa H./1., Kopomyaesa FO.B., LlugpmaH E.M.2018 2



MouyeyHbIt ucxoa N NeTaNbHOCTb B Pa3Hble CPOKU OT HaUa/la /IevyeHusn
JKynmnsymabom n 6e3 neyeHua npenapartom

JKynnsymab +
| 6e3 dkynnsymaba

[ \ (nnasmortepanus)
<1-2 Hepenb >3 Hepenb n=22
n=18 n=>

[0 yHKUMA NOYEK BOCCTAHOBUNACH
@ XbIM4-5cT.

mra

B neTanbHOCTb
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KnnHuKo-nabopatopHana XxapakTepruCcTMKa NAaLMEHTOK C aKyLUEepPCKUM
alYC, nonyyaBwnx U HENOyYaBLUUX DKYIM3YMab.

MNokasatenb |3kynusymab (+) be3 9Kynnsymaba Up
M+m Me [Q;; Q;] M+m Me [Q;; Q;]
Hs, r/n 59,7+12,6 61,0 [54.0; 69.0] 69,4+18,6 70,5 [54.5; 78.5] |176; 0,08
Tp.,TbIC B
39,6+28,8 31,0 [20.0; 49.0] 64,9+35,7 58,0 [38.2;96.0] [132;0,006
MK/
cr, 420,0 [241.0;
623,4+482,7 496,0 [409.0; 641.0] |409,9+205,7 154; 0,04
| MKMO/Ib/ N 534.0]
NAr. ea/n 2000,0[1170.0; 1682,0 [831.0;
2835,14+2632,3 2325,7+2028,8 220; 0,61
3069.0] 3031.0]
Kon-Bo
nopa)keHHbix | 3,91+1,16 4,0 [3.0; 5.0] 3,41+1,05 4,0 [2.0; 4.0] 188:0,1
OpraHosB
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Ucxopa nauneHToK ¢ akywepckum al'yYC B 3aBUCUMOCTU OT
CPOKOB Ha4ana Tepanuu dKyansymabom

(n=23)
Hauvano Ucxopa ana *KNU3Hu /\OLLI
Tepanuu 1Ba ymepna 5,33 (0,52 54,03)
</=2 Hepenb 16 2
> 3 Hepenb 3 2
Hauano MoueuHbIl ucxopn, //_\OLLI
UE{pL ) AL, BnaronpuATHbIN He6naroanﬂTHbu‘/‘1(

</=2 Hepenb

15

> 3 Hepenb

0
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3aKka4YeHue

CuHapom nocnepogosort TMA BkatovaeT B ceba Bce popmbl TMA, Kpome TTT1

Y  naumeHtok ¢ nocnepogoson TMA  Heobxoaumo npoBOAMUTH
andpdepeHumnanbHyto AnarHoctuky mexay HELLP-cuHapomom, alYC, KA®PC,
cencucom c 1BC

[lonoXutenbHaa AMHaMMKa B CPOKM A0 48 4ac nocne poaopaspelleHua
no3BonAeT yreepautbca B amarHose HELLP-cmHapom. B npoTMBHOM cnay4dae
moryT obcyxaatbca apyrue popmbl TMA (al'YC, KADPC, cencuc ¢ ABC)

C3I — ocHoBa nevyeHmna nocnepoaoson TMA, B Tom uncne HELLP-cungpoma.
PaHHee Hayano naasmotepanum B pexumax MO mam UM cnocoberByeT
YAyylleHuto NPOrHo3a npu akywepckmx TMA

CBoeBpemMeHHOe Ha4vano Tepanuun 3Kyamsymabom nouytm B 50 pas
NOBbLILIAET LWAHC HAa BOCCTAaHOBNEHME PYHKLMM MNMOYEK NPU aKyLUepCKoOM
alyC

BepoAaTHO 3Kynn3ymab morkeT ObiTb MCNOAb30BaH MNpu TAXeNbix $opmax
akywepckoro KA®C.



Cnacubo 3a BHUMaHue |



