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TpomboTnueckas mnkpoaHrnonatmsa (TMA):

KnuHuKo-mopghonoauyeckuli CUHOPOM, XapaKTepusyoLmni

MOparkeHMe COCYL0B MUKPOLMPKyAATopHoro pycna (MLP).
fmctonornyeckn TMA npepcrasnaet cobon TMN NoBpeKAeHUA

cocynoB MLLP, npeactaBneHHbIN OTEKOM 3HAOTEIMANbHbIX KNETOK C UX
oTcnorkon ot BM, HakonneHuem B cy63aHA0TENMANBHOM NPOCTPAHCTBE
amop¢dHOro maTepmana U OKKNO3NEeN NPOCBETA COCYA0B TPoMbBamMu,
cogepKammm TpomoboumTbl u GubdpuH

Kankunyeckn TMA npoaBnAaeTca MUKPOAHTMONAaTUYECKOM

remonuTuyeckon aHemueli (MATA), TpombounuToneHMeN, TMXOPALKOM,
nopaxeHmem pasINyHbIX OPraHoB, B MepByto oyepep, noyek un LIHC.
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Onyxonu, BUY-uHdeKkumsa, BepemeHHOCTb U poabl
3nokavectBeHHan Al, CKB, ADC, cknepogepmuma
PagvaumoHHaa Hedponatua, Jlekapctea
TpaHcnnaHTaumMA KOCTHOro mosra

AKLL, naHKpeaTuUT, rnomepynonatum

HoBasa knaccndpukauma TMA (1)

|. C n3BECTHBLIMU 3TUOMOMMEN N NATOrE€HE3OM:

U WHayumpoBaHHas nHdekumnen :

- Wnra- n BEpOTOKCUH- NpoayLmpyoLmMmMm 6aktepusamm (aHTeporemoparuyeckas E.coli —
VTEC/STEC, Sh. Dysenteriae | Tuna, Citrobacter)

- Str. Pneumoniae, npoayuupyowmum HempamuHnaasy
U O6ycrnoeneHHasa HapyLLEeHAMW perynsauum KoMninemeHTa:

- FTEHETUYECKNMU,

- npmobpeTeHHbIMK (aHTy CFH - aHTUTena)
U O6ycnoeneHHas geduuntom ADAMTS-13

- FTeHETUYECKNM,

- NpMobpeTeHHbIM (ayTOMMMYHHbIN, UHOYLIMPOBAHHbBIN IeKapCcTBaMm)
U O6ycnoeneHHas gedektom MeTabonusma kobanammHa

U WHoyuupoBaHHas XMHUHOM
Besbas N. et al. KI 2006;70: 423-431




HoBas knaccuomrkaumsa TMA (1)

[l. KnMHmnyeckn accoummpoBaHHbIe C..., HeYCTaHOBAEHHOM
3TMONOIUN:
1. BUY-uHPpeKuuei
3/10Ka4yeCcTBEHHbIMU onyxonamu, X Xxmmumo- n pap,MOTepanMei/'l

NHrmbutopamu KanbLMMHENPUHA U TPaHCNaHTaLMeNn OpraHoB

= w0 N

BepemeHHOCTbIO M pogamu (Npeskaamncua-skaamncms,
HELLP-cvHapom), opanbHbIMU KOHTPALLENTUBAMM

CKB, cknepoaepmueit, aHTudochonmnmaHbiM CUHLPOMOM
Inomepynonatnamm

HacnencteeHHOM natonornem, He ynomaHyToM B YacTu |

00 SINNCRRRCE

HeknaccuouumposaHHoOM naTtonornemn

Besbas N. et al. KI 2006;70: 423-431
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Onyxonu
JlekapcTtBa BUY
3nokavecTBeHHas Al
Cknepoaepmus AHTUaHrnoreHHsle JIC
PagnaunoHHasa Hedponartus

TpaHcnnaHTauusi KOCTHOrO Mo3ra cnua
AKLL, naHkpeatur,
rmomepyrnonarum




OcTpble TPpOMbBOTHMUYECKME MUKPOAHTMONATUM

v TUNUYHBIN remonnTMKo-ypemmudecknin cuigpom (STEC — Q)
v ATUMUYHBINA FrEMONIMTUKO-YPEMUYECKUI cuHApom (alYC)

v TpomboTunueckan TpomboumToneHunyeckas nypnypa (TTIM)

v' Katactpoduyeckuit antudocoonmnmaHblii cuHagpom (KASC)
v HELLP-cuHapom

v Octpbii BC -cuHapOom

v’ 3n10KayecTBeHHas apTepuanbHan rMnepToHms

v' OcTpas ckaepoaepmmyeckas HedponaTtms

v BUY-mHPpeKums

v’ NlekapcTsa:

" WHrMbUTOpbI KaNbUUNHEPUHA
= AHTWMaHTMOreHHble Npenaparsl

TpomboTnyeckasa MMKPOAHIMONaTMA KakK
CUCTEeMHanA NaTo/siorua

TMA — reHepannM30BaHHOE NopaxeHue
COCYA,0B MUKPOLMPKYNATOPHOTIO pycna
KU3HEHHO Ba*KHbIX OPraHoB

MHoOecTBEHHble TPOMBO3bI
CONPOBOXKAAIOTCA BOCNANEHNEM U
nwemmneit opraHoB 1 TKaHel, NPUBoAA K
NOBPEKAEHMIO NOYEK, FOIOBHOrO MO3ra,
cepaua, KKT, nerkmx un gp.

B ncxone TMA pa3sBuBaeTca NOAMOPraHHas
HeAO0CTaTOYHOCTb

KnnHuyeckume nposaBaeHUA pasinyHbIX
$dopm TMA, HE3aBMCUMO OT €€ NaToreHesa,
CXOAHbl Tsai HM et al. Kid Int 2006; 70:16-23

BenzK et al. Curr Opin Nephrol Hypertens 2010;19:242-47
Taylor CM et al BrJ Haem. 2010;148:37-47




MpuynHbl cuctemHon TMA

anc

FeHeTUYeckuii Aed eKT perynsaumum KoMnieMeHTa LUura-TokcuH Tsaxenbin geconumt ADAMTS13
p Y * MpsMas aKTMBaLNsA KOMMNEMeHTa Livpkynsiums cBepXKpynHbIX
KOMMnemeHTa * Bsaumopeiictsue ¢ perynatopamn C MynbTMMepos VWF
« lNoBpexaeHue sHaoTENMS

- -

4

AxTnBauus TpombounToB,
NEeNKOLUTOB U KNeToK
3HgoTenus

- ] -

.

CucremHasn TpOMGOTM‘-IECKaﬂ MMUKpPOaHruonaTua.
MHo>KecTBeHHble Tp0M603b| 1 BOCnasieHne B pa3HbIX opraHax

@ TpomboumThl

CaepxkpyrnHsle MynbTumepsl VWF
& MewmBpaHHble 1 NNasMeHHbIe PeryNATOpbl KOMITIEMEHTa. ( =2 2 &

MaTtoreHeTU4eckne MmexaHnamMbl TpoM6oo6pasoBanus npu A®C:

“BTOpol yaap™:
- BO3PACT
TpasMa
MHERLN

- BEPEMEHHOCTE W &D.

WACKAZ KOATYNALMA § BETHBHOCTL THAHERGMD haKTopa.

Hanly JG CMAJ 2003;168:1675-1682




A®J1 n akTMBaLUA KOMNJIeMeHTa

o=
R
O TpombounTbl
Caa MponepaunH
AON co e
TO
A ., ANBTEPHATUBHBIN
' Y nyTb aktvBauyum  SVEGFR-L
VVVVVVVVVVV
Bocnanenne
[NoBpexaeHne TkaHu
CwmepTb nnoga

Salmon JE, et al. Natur Clin Pract Rheumatol. 2007;3(3):140-147

KaTtactpoduueckmnn AGC
(cuHapom Asherson, 1992)

'\

OCTpasA NOJIMOPraHHaA HegOCTAaTOYHOCTb
(npu nopaxeHun He meHee 3x OpraHoB
OOHOBPEMEHHO) BCNEACTBUE TPOMBOTUYECKOW
OKK/103UM COCYA0B OPraHHOro
MUKPOLUMPKYIATOPHOIO pyc/aa, pa3BMBAOLWLAACA B
CPOKM OT HECKOJIbKMX YACOB A0 HECKONbKUX AHEN Y
NaumMeHToB ¢ aHTUGOCPONUNUAHBIMN AHTUTENAMM j




Cxema natoreHesa KAPC

OTNoXeHve pudpuHa
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LUMTOKUHBbI: TNF-a, IL-1
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aKTnBauunsa aKTnBauunsa

AHTUOChONUNMaHbIE aHTUTENa

MexaHunambl akTuBauum TpoMooobpa3oBaHns 1 POPMUPOBAHNST COCYANCTOrO
noBpexaeHust Npu cuctemHblx TMA
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Modified from Desch K et al. JASN. 2007;18:2457-60. Modified from Licht C et al. Blood. 2009;114:4538-4545. Modified from Noris M etal. NEJM. 2009; 361:1676-87. Modified

from Stahl A, etal. Blood 2008;111:5307-15. Modified from Camous L et al. Blood. 2011;117:1340-9., B co6CTBEHHOM MOAUDUKALUNA




KnuHuyeckne npossnennsa cuctemHon TMA npu al'YC, TTI1, KA®C

CeppeyHo-cocyancTble
= WHdapkT muokapaa
= TpomboamGonum
= Kapaviomuonarus

LIHC
= HapyweHune cosHaHus
Cynoporu

OHMK
= CeppaeyHasi HeAOCTaTOMHOCTb TUA
LlepebpanbHas gucdyHKuust
MoyeyHble 4
. OnnH 3 m
‘ #5DB n_nedrdAzom-.)* 2RR
= AprepuanbHas runepToHust : ADAMT§13' = Hekposbl neyeHn
= MoueBoi cMHapOM . adAL - EaHeraTVIT, cO
A g = KonwuT, anapes
L] Mporpeccupytowasn XIMH, 4
e accoliimborania = TowHora, pBoTa
= [manus, TpaHcnnaHTauus 2 © Benl B EeE
JeroyHble
= Ogblwka CHMXeHue KayecTBa XWU3HU
= [emopparunyeckuii KpoBb = CnabocTb, BANOCTbL
. anbBeonuT Femonus = bonw/Tpesora
= Ortek nerkux TpombouuToneHus = OrpaHuyeHHast NOABMXHOCTb
CnabocTb
1.Ohanian M et al. Clinical Advances and

2011:3 5-12. 2. Hosler et al. Arch Pathol Lab Med. 2003;127:834-39. 3. Noris et al. CJASN. 2010;10:1844-59. 4. Neuhaus et al. Arch Dis Chilid.
1997;76:518-21. 5. Vesely et al Blood. 2003;102:60-8. 6. Sallee et al. Nephron Dial Trans. 2010; 25:2028-32. 7. Kose et al. Semin Thromb Hemost. 2010;36:669-72. 8. Davin et al. Am J Kid Dis. 2010;55:708-77. 9.
Caprioli et al. Blood. 2006;108:1267-7. 10. Dragon-Durey et al. J Am Soc Nephrol. 2010;21:2180-87. 11. Loirat et al. Pediatr Nephrol. 2008;23:1957-72. 12. Stahl et al. Blood. 2008;111:5307-15. 13. Chatelet V et al.
Am J Transplant. 2009 Nov;9(11):2644-5. 14. Selier-Leclerc et al. J Am Soc Nephrol. 2007;18:2392-2400 Sadler et al. Hematology, 2004; 40 Bucciarelii S. et al. Arthr Rheum 2006;54:2568-2576
7, Patschan et al. Nephrol Dial Transplant 2006;21:1549, George JN Blood 2010;116:4060-4069, Asherson RA Lupus 2003;12;530-534 , Bucciarelli S. et al. Arthr Rheum 2006;54:2568-2576

Llenb nccnepgosaHuA

/ [MpoaHann3npoBaTb CTPYKTYPY \
HO30/10rM4Yecknx Gopm, CNexkTp
KAMHUYECKNX NPOABAEHNIN U UCXOL,
OCTPbIX TPOMBOOTUYECKUX
MUKPOAHrMonaTum y 60/1bHbIX,
HAXOAALLNXCA B KAMHUKE B

\ 2001-2011rr. /




MaTepuanbl U metToabl

PeTpocneKkTMBHbINA aHann3
3a nepwuog ¢ 2001 no 2011 rr. :
BonbHble ¢ ocTpoit TpomboTHUUECKOM
MUWKPOAHIrMonaTmemn
N=31
18(58%) skeHWMH 1 13 (42%) myRunH
cpeaHuii Bo3pact 34 + 11 ropa

BonbHble ¢ octpon TMA

(N =31)
OunarHos Yucno 60nbHDIX,
N (%)
alyC 4 (13%)
KA®C: 26 (84%)
-BA®C (CKB) 8 (31%)
g Ale 18 (69%)
TTM, CKB 1(3%)
WNtoro 31 (100)




TpurrepHble dpakTopbl ocTpbix TMA:

JlekapcTtBa e
onepauus
ObocTpeHne
CobcTBeHHbIe AaHHbIE CKB —  Tpurrepbl | Bepemenrocts
KADC
25(%) Onyxani T I O

BHewmsacTeH
W lAmdeHEH RS PEHAMA AHTWRDAMYTARTHOR TEDaMnM
i Mhiagen

@ OnepayuA

i
HlakspoTas
B peb HHECTE W P

HameseHne pekvMa

MHdbekumn

AHTHECATYNAHTHON
TEpanuy

[

YA3aNocb MAEHTUOMLMPOBATL

Y 40% nauneHTOB TpUrrepHble GakTopbl He ]

Ascherson RA. Immunobiology 2005;210:727-733

KnunHnyeckne npogasneHmnsa octpbix TMA:

Mevstb
MapudepiHacinsg BeHil
Mepudaprackie apTapHi

Apyriae
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YactoTa nopaxeHua pasnmyHbix opraHos npu KA®C n octpbix TMA

Mpu CobcTBeHHbIe AaHHblie (%)
KaTacTpoduueckom
ADC, (%) Bce, =31 oTMA, n=5
Bucciarellis. etal. 6e3 KAGC
> Mouku O 00~ 7 100 ~ " 7
> Nérkue : 64 61 3(60) :
> LHC : 62 65 2(40) :
I o aw
> Koxa 50 51 0
> MeveHb 33 35 1(20)
> KuweuHuk 23 51 2(40)
> Mepudepnueckue BeHO3HbIE TPOMBO3bI 23 35 2(40)
> CeneseHka 19 13 0
» HaanoueuHukm 13 3 0
>Mepudepuueckue aprepuanbHble TPOMB03bI 11 13 0
> MogyKenyaouHan xenesa 8 6 2(40)
> CeTuaTKa 7 13 1(20)

Bucciarelli S. et al. Arthr Rheum 2006;54:2568-2576

XapakTep nopa)eHus COCyaAUCTOro pycria rnovek

KonnyectBo %
Jlokanm3aums Tpom603a 6
ONbHbIX, N
TMA (6uoncus — 15, Y3OI npm3Hakm
25 80
nwemun — 25)
Tpom603 NoYeYHbIX apTepun 19 61
Tpomb03 NoYeYHbIX BEH 4 12

MHdapKTbl noyek 5 16




XapakTepucTuka nopaxeHus cepaua y
BonbHLIX ¢ ocTpbiMKU TMA

Bcero 6onbHbIX ¢ nopaxeHnem cepgua, n=24 (77%)

KrnvHuyeckue nposiBNeHUst U UHCTPYMeHTarnbHble KonunyecTtso o
0

[aHHble OOomnbHbIX

OcTpbIN MHAPKT MUOKapaa 4 13

CepaeyHasi He[oCTaTOYHOCTb (CHUXKEHUE

opakumu Bbibpoca < 55 %) 2 G
Kapgnomuonatus (TMA muokapga - ?) 11 35
MopaxeHue knanaHHOro annapara 20 64
ApuTmus 18 58

Xapaktepuctuka nopaxeHuns LIHC y

BGonbHbIX ¢ ocTpbiMK TMA
Bcero 6onbHbIx ¢ nopaxexHnem LIHC, n=20 (65%)

KnuHuyeckune nposiBneHuns Konuuectso %
OOnbHbIX
iiemmnyecknii MHCYnNsT 8 27
TUA 4 12
MwurpeHb 3 11
Cypoporu 1 3

MporpeccupyloLlee CHUWKEHUE MaMsTU 2 6




JleueHune

Cxema nevyeHus Konu4yectBOo 605nbHbIX
N=31

> 21 (67%)
> 6 (19%)
» C3I1 + aHTukoarynsHTbl 4 (13%)
>
>

MmMmyHocynpeccuBHas Tepanusi + aHtukoarynsHtel + C3[1 (MO)

MMMmyHocynpeccrBHasa Tepanusi + aHTUKOarynsiHTbl

lemogunanus 13 (40%)

MckyccTBeHHass BEHTUNALMA Nerkux 5 (15%)

Necxop,

» Ymepnu: 5 (16%)
B MOMEHT OCTPOro anusona 3 (10%)
BMOCNEACTBUMN 2 (6,5%)

» HeunssecTHO 8 (26%)

» Bbbxunu 18 (58%)

» [lonyyaloT neyeHve NporpamMmmHbIM 9 (28%)
reMoamanusom

[Nnazmozamewarowana tepanma npu TMA

» yctpaHeHue geduumta ADAMTS 13 (npu TTM)

» ycTpaHeHue aeduuuTa PeryaaTopHbiX GE/KOB CUCTEMbI KOMMAEMeHTa
(npun atunuyHom ryYC — daktopos H, I, Bu C3)

» MpeKpalleHne BHYTPUCOCYAUCTOro TpomboobpasoBaHuA 3a cyer
BBEEHUS  €CTECTBEHHbIX KOMMOHEHTOB MAasmbl, ob6nagatowmx
NPOTEO/INTUYECKON  AKTUBHOCTbIO B  OTHOLIEHWM  CBEPXKPYMHbIX
MynbTUMepoB  ¢.B, aHTUKOArynssHTOB M KOMMOHEHTOB CUCTEMbI
¢dnbpnHonunsa

» MNpu nnasmoobmeHe - ypaneHve a®A, MUKPOCIYCTKOB M arperatos
KNETOK, aKTUBHbIX KOMMOHEHTOB KOMM/JEMEHTA, MynbTUMEPOB ¢-pa
BunnebpaHaa, NPOAYKTOB aKTUBALMM BHYTPUCOCYAMUCTOTO CBEPTLIBAHUSA

KpoBw

13



MexaHu3Mbl AeicTBUA renapuHa

/ rMHOKoarynﬂuMﬂ
|

Brnokapga Bcex hakTopoB
CBEepTbIBaHWSI- NPON3BOAHBIX
CEepyHOBbLIX MpoTeas

AHTUTPOMOUHOBAs aKTUBHOCTb —
nepeBof TPOMOVHa B HEAKTUBHbIV
MeTarpoM6uH

CTmynaums BblaeneHns m3
3HOOTENMOLUTOB UHIMBMTOpa
BHELUHero nytn ceeptbiBaHusa TFPI

BospenicTBue Ha CUCTeMy remocTasa ‘

AHTMaTepoCKIe poTUYECKMI

adpcpekT
T

CHwxkeHue Xonectepuna, JIMHI
3a cyert noBblweHus JIM-nunassbl

UmmyHoaenpeccuBHbIN

adpcpekT
T

Topmome_rll/leieﬂumm Al-AT,

Opyrve nevye6Hble achdekTbl

AHanbresupyoLumm,
NPOTUBOBOCNANUTENbHbIN,
aHTUannepruyeckumn

achekThI
T

MopaeneHue rManypoHnaasbl, yMeHbLUIEHVE
MPOHNLIAEMOCTH COCYAOB, aHTArOHNUCT
rMcTamuHa,cepoToHMHa

Cocynopacwmpsowmmn adekT
T

Hatpui/guypeTtuyeckun,
Kanunc6eperatownin adpcektbl
T

AHTaroHMCT anbgocTepoHa

AHTUNpOTEMHYpUuyeckun adpcekt
T

BoccraHoBnenue 3apsiga
6aszanbHoN MeMbpaHbl

CHWKEeHMe TOHyCa Pe3UCTUBHBIX COCYAOB,

YMEABLLEHNE AKTUBHOTTH,
( KomnnemexTa __ ~

pacluMpeH1e KOpPOHapHbLIX COCYA0B

REVIEW

rombotic Storm: When Thrombosis
Begets Thrombosis
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CBsi3b My/IbTUrEHHOM TpoMmboduanmu ¢ passuTnem
rMNepKoaryiaLMOHHOTO COCTOAHMS

TB, cek duBpuHOreH, rn
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bobpoea /1.A., 2011

MoKa3aTenn BHYTPUCOCYANCTOrO CBEPTbIBAHUA KPOBU Y
60/1bHbIX C TPOMBODUAUAMM

YacTora nosbileHns [-ammepos y GonbHbIX ¢ Tpombodunusamm, %
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AnddepeHumanbHbIi AnarHos Tpomb6oTMHeckMx mukpoarrimonatnii (TMA)

TpomGouuToneHusa’’ MukpoaHrmonaTuyeckui remonums?’
KonuyecTBo TpombBoumToB <150,000 Mosbiwenve NAT n/wnn
unu

CHwxeHue rantornobuHa n/mnm
LIN30LMTO3 W/Mu
CHwxeHune remornobuHa

CHuxeHue yposHsi mpomboyumos >25% ot
6a3anbHOr0 YpoBHSI

# =
Mnoc oanH unu Gonee M3 HUXKENepPe4YUCNEeHHbIX NMPU3HAKOB:
HeBponoruueckue MopaxeHue noyek>&’ MopaxeHue XKT782
cUMnToMbI34912 MoBblLEHMe KpeaTuHHa® n/unm [napes +/- KpoBbE M/mnm
Hapyuuenne cosHanmnsd# umnm CHkeHne pCK®®7 n/mnn TowHota/PBoTa® n/mnn
Cynoporu®2 uiunm M3meHeHus1 B aHanmsax Moum® Bonw B xuBoTe® n/vnu
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LiepeGpanbHble HapylleHns3 | — TacTpoSHTEpHT:

OnpegenuTtb akTMBHOCTb ADAMTS13 1 BbINONHUTL aHanu3 Ha Llura-tokcun/STEC*10.11

%

AxktnBHOoCTb ADAMTS13 AxktnBHocTb ADAMTS13 >5% LUura-TokcuH/STEC +
SiO/i :
U . ape

Ananus Ha Lura-TokcMHSTEC cneflyeT npoBoAWUTb MPY HAMMYUU CUMMTOMOB CO CTOPOHbI XKKT.

1. Data on file. Alexion Pharmaceuticals, Inc. 2. Noris et al. NEJM. 2009;361:1676-1687. 3. Neuhaus et al. Arch Dis Chilid. 1997;76:518-21. 4. Noris et al. JASN.2005;16:

1177-1183.5. Al-Akash et al. Pediatr Nephrol. 2011;26:613-619. 6. Sellier-Leclerc AL. JASN. 2007;18:2392-2400. 7. Caprioli et al Blood. 2006; 108(4)1267-7. 8. Noris M et al. ClinJ Am Soc Nephrol
2010;5:1844-1859.9. Dragon-Durey et al. J Am Soc Nephrol. 2010;21:2180-2187. 10.Tsai H-M. Int J Hematol. 2010;91:1-19.11. Bitzan M. Semin ThrombHemost. 2010;36:594-610. 12. Davin etal.
Am J Kid Dis. 2010;55:708-777.
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Fast Track

Complement Factor H Mutation in Familial Thrombotic
Thrombocytopenic Purpura with ADAMTS13 Deficiency and
Renal Involvement

Marina Noris,® Sara Bucchioni,” Miriam Galbusera,” Roberta Donadelli,” Flena Bresin,”
Federica Castellett,* Jessica Caprioli,* Simona Brioschi," Friedrich Scheiftinger.! and
Giuseppe Remuzri:** for the International Registry of Recurrent and Familial HUS/TTP
*Mario Negri Instifule for Fharmacologioal Research, Clinionl Reserrch Conler for Bare Diseses, Al ¢ Cele Daccd,
Ville Camoz=i-Ranica; "Haxler BioScirnce, Ripmedion! Resmrch Cender, OrthDonan, Ausiria: snd "Departmen of
.\'rpl'lm.'.:_-_q_—_l,l angd ”.I-I'JE.'.‘..I"‘ Azinga Owpediliors, Ospeaali Riwerili off I"'nlvl-uun:_ .'W_fml. .'r..ll'!;

Thromibotic thrombocyiopenic purpar 8 @ e dsorder of small vessels thal s ssociaed with deficiency of the von
Willebrand factor- cleavimg prowase ADAMTS1, which {avom pl.-ﬂﬂ adhesion and aggregation in the mécmociroulation. The
disease lem l1.|h1]l' with cemtral L s & e of resal lmfﬂcmﬂ have been reponed.
i A gruﬂ.ll:bn.ul'phrmhpn = ¥ im thromk m ™ parp 0 sisiers
N one limllr Ih! ;uﬂem'i had ADAMTS13 deficiency s & result of two mim Muataions \Gwsing 'I-"ﬁ o
C1298V changess. [n addision, s hetemorygous mutation icaming an S0l changet in fackor H of complemeni was found i the
Prsiaqt who developed chrondc renal failure bat nos in bhey siseer, who presented with evclesive nﬂrnlnﬁl.' Sy PO

] Am Soc Neglerol 1é: 1177-1163, X5 ¢ t 05T 006

J Am Soc Nephrol 16: 1177-1183, 2005. doi: 10.1681/ASN.2005010086

[MnoTesa «ABOMHOIO yaapa»

AytoummyHHas (a®A) nnm reHetuyeckaa dopma Tpomboduamnm — ﬂ
daKTop HEeobxoANMbIA, HO HE A0CTATOYHbIN AN UHAYKLMNU TPOMb 033
(«MepBbiit yaap»)

MpuobpeTeHHble NPUYUHbI TPOMbOodUAMM (PaKTopbl pUCKa
TPOoM6006pPa30BaHMUA) CYKAT NOKANbHLIMU MYCKOBbIMU MEXaHU3MaMu

Tpombo3a («Btopon yaap»
\JP («BTopoii yaap») )

Roubey RA Lupus 1998;7:5114-S119

/_

leHeTnyecKkn 0bycnoBaAEHHbIN AedUUNT perynaTopHbix Henkos
aktuBaumm komnaemeHta 1 ADAMTS 13 — paKkTopbl HeobxoouMble, HO
He [loCTaTouHble AN MHAyKumu alYC u TTN («MepB.bii yaap»)
Ona pa3sutna 6ose3HN He0bX0ANMMO BO3AENCTBME TPUITEPHbIX

bakTopos («BTtopoi yaap»)
=

Noris M, Remuzzi G N Eng J Med 2009;361:1676-87, Zhou Z. et al. Semin Thromb Hemost 2010;36:71-81
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3aKka4deHune;

» Octpble TMA — reTeporeHHasn rpynna 3abosieBaHui, B
CTPYKTYpe KoTopbix okono 50% npuxoautca Ha aonto
KA®C

» He3aBMCMMO OT AOMUHUPYIOLLETO MEXaHU3MA
MUKpOTpOMbB006pa3oBaHnA ana nHAyKUnm octpon TMA
TpebyeTcA BO3aeNCTBME TPUTTEPHbIX PAKTOPOB,
KOZIMYECTBO KOTOPbIX, NO-BUANMOMY, OnpeaenseT cuny
oTBeTa

» KomnnekcHada Tepanua octpont TMA A0nXKHa BKAOYATb,
nommmo C31, aHTMKOaryiAaHTbl NPAMOro AeNCTBUA

Kackag komnnemeHTa

Okynusymab

= Okynu3ymab ceasbiBaet C5

= AkTMBHO Bnokupyetr C5aun C5b-9
KOMMOHEHTbI

- COXpaHﬂeT MHTAKTHbIM
npoKkcunmarlsibHoe 3BeHO
e Cnabbln aHapnNOTOKCHH
* KnupeHc UK
* OncoHun3auns MMKpo6oB

Figueroa JE, Densen P. Clin Microbiol Rev. 1991;4(3):359-395. Walport MJ. N Engl J Med. 2001;344(14):1058-66. Soliris® (eculizumab) [package insert]. Alexion Pharmaceuticals;

2011. Rother RP et al. Nature Biotech. 2007;25(11):1256-64.
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