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bosibHOM 33 s1eT, UMT - 25,8 kr/m 2
C 16 sieT 6eCIOKOWJIM T'OJIOBHBbIE 60J1M, A/l mpu 3ToM He Bbolmie 130/80 mm Hg
3ab6oJ1es1 ocTpo B ceHTsA0pe 2015 roga, Bckope nocie nepeHeceHHor OPBU

CcJIa0OCTh
Bblpa)KeHHas O/IblIIKa

Al 280/160 MM. pT. CT.

JluarHos: 3J10KayeCTBeHHas apTepUaibHas runepreH3us (3Ar):

S XX

ENERN

[ocnuTasM3nupoBaH B KapAUOJOTHYECKHUM CTAallMOHAP

[lopaxenue noyek (OIIIl: kpeaTuHuH - 5, 6 mr/aJ, pCK® - 12,7 Mma/MuH)
[lopakeHue cepala (ocTpas JIeBOXKeAyA04YKOBasi HEAO0CTAaTOYHOCTb — @B
35%, BbipaxkeHHas KoHeHTpu4ieckas [JIK: MKII17 mMm, 3CJI2K 20MMm)
OAK: Hb 148 2/n, mpomboyumut — 381 meic/mka, CO3 15 mm/uac

b/x: JII' - 364 ed/n, obw.6en0k 72,92/1, mouesast k-ma 703 MKMO/b /1,
AJIT ACT - Hopma, xonecmepuH 5,1 mmonaws/1, K 5,3 make/n. Na 139make/n
OAM: 6enok 0,182/1, mouesoli ocadok — «<nycmotuy, CI1Y-0,2 2/cym
OmpuyamesbHble mecmbl HA cucmemHble 3aboaesaHusi: CKB ADC, AHIA-
sackyaum. UckawueHna peHosackyasapuas Al (Y31, MPT)

PeHuH - 41,7mr/mn/yac (0,06-4,69), AnbaoctepoH 369 (25-315) nmonb/n
HopmeTtaHedpuH 94 nr/mn (0-200), MetanedpuH 46 nr/mn (0-120).

HECDP$EI/IOI'ICI/IFI



buoncusa nouku: IlpenapaT AJi1 CBETOBOM MHUKPOCKOIMM MpPEJACTaBJeH MaJeHbKUM
dbparMeHTOM MOYEeYHOH TKAHH, COAEPKUT 3 KJyOO4YKa, OJUH U3 KOTOPBIX MOJHOCThIO
CKJIepo3upoBaH. Enje B 0JHOM KJIyOO4YKe OTMe4YaeTCs ULIeMUs KallUJISPHBIX MeTeJlb.
OctaBmMiCcA  KJyOO4YeK  BBIMVIAAAT  MaJIOU3MeHeHHbIM. [IposindepaTUBHBIX
M3MeHeHUM HeT. CTeHKHW KalWJUISAPHBIX IeTeJib He YTOJIIEHbl, OJHOKOHTYPHBIE.
b dy3HO-049aroBbIu CKJIepO3 MHTEPCTULUA 5| aTpodud KaHaJIbIIEB,
pacnpoCTPAaHEHHOCTb KOTOPBIX TPYAHO OLEHHWTb H3-3a HeOO0JIbIIOro pa3mepa
npernapara (okoJ10 20% /101 I U apeHXUMblI). Hecnenuduyeckas
JUMQPOTUCTUOUUTAPHAA UHPUJIbTpPALMS UHTEPCTULMSA B  30HAX CKJIepo3a.
ApTepHoJibl U apTEPUMU MaJIOro KaJubpa — MPOCBET COCYZ0B PE3KO CY>KEeH BIJIOTh 10
MOJIHOW OKKJIFO3MHM 3a CYHEeT MYKOUJHOT'0 HabyXaHHUs U CKJIep03a UHTUMBI.
NMMyHOQIr00pecCieHIUSA: IEM03UTOB UMMYHOPEAKTAHTOB HE BISIBJIEHO.
3aKJIlYeHHUe: [MnepToHUYECKMM  HePPOAHTHOCKJIEpPO3 C  3JEeMeHTaMU
TPOMOOTHYECKOW MUKPOAHTHOMATUH.

Knnaudeckuu auarHo3: TpomboTudeckas
MHKPOAHTHOIATHS, aCCOLUMAPOBaHHAasI CO

3JIOKaUeCTBEHHOU apTepUaJIbHOU TUIlepTEH3HEN.
XbII 3b cT.




3n0KayecTBeHHana aptepuanbHan runeprteH3ua (3Al)

* YPpreHTHOEe *XU3Heyrpoxatollee COCTOAHUE,
XapaKTepmaytoLlieeca CUHAPOMOM TAXKENON apTepuanbHOM
rMNEePTEH3MM CO CTOMKMUM MOBbILLEHMEM ANACTONNYECKOTO
apTepManbHOro AaBaeHusa, B noaasnatowlem 60nblLUMHCTBE
cnyyaeB gocturatouiero 140 mm. pT. cT. n bonee.
OTtnnuymntenbHon ocobeHHocTbto 3Al ABAAeTCA TAXKenoe
nopa*KeHue sHA0TeNnA COCYyJ0B OPraHOB-MULLEHEN, OCOOEHHO
4acTo NPOABAAIOLLLEECA HA [/Ta3HOM IHE OTEKOM AMCKA
3putenbHoro Hepsa ([A3H), BaToobpa3HbIMUM IKCCyaAaTaMU U
PETUHANbHbIMU KPOBOU3TUAHNAMM

2007 ESH-ESC Guidelines for the management of arterial hypertension
The Task Force for the Management of Arterial Hypertension of the European Society of
Hypertension (ESH) and of the European Society of Cardiology (ESC)



KapTUHa rnasHoro gHa, xapakrepHaa ana 3Al

[MnepTeH3MBHaA peTMHoNaTus,
npeacTaBneHHana 3 XxapaKTepHbIMU YepTamu:
BAaTOOOpPa3HbIMM 3KCCyAaTaMMU, PETUHA/IbHbIMM
KpOBOU3NNAHUAMMU, OTeKOM [13H ¢ HeYeTKumm
KOHTYpammu

OTek AuckKa 3putenbHoro Hepsa (A3H). Kpas
AWNCKa HevyeTKne, pacnsbiByaTtble
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DIE BRIGHTSCHIZ
NITERENKRANKHET

KREINTIGC PATHOLOGILE UND ATLAS

108, P Y OLIAKD ML I YAl

PpaHy Ponbrapa Teonop ®ap
(1872—1950), (1877-1945),
KNMMHUUMCT naTonor

B 1914 2. ®. ©@onkeapd u T. ®ap enepssbie ornucanu KIUuHUKO-
MOpP@hosI02UHECKYO KapmuHy Heghpornamuu, passusarouwelcs npu
3/10Ka4ecmeeHHoU apmepuarsibHou aunepmeH3uu (3AT).
[peumywiecmeeHHoe riopaxeHue cmeHku cocydoe MLIP noyek ripu
omcymcemaeuu rpu3Hakos eocranumeribHO20 ropaxxeHusi Kriybo4ykoe
rpueersio y4eHbix K rnpeoronoxeHuro ob ocobom eapuaHme
Hegpornamuu. OHU omHeciu Hegbporiamuro, accoyuupo8aHHYH ¢
3Al, Kk ocobou epynine rnoye4yHbix borie3Hel, Ha3sas ux
«apmepuockrepomu4eckumuy. Briocriedcmeuu riosigursicsi R IS,
rnamoriozoaHamomMu4ecKull mepMuH «apmepuorioHeKpomu4Yeckul Rt
(3r10ka4ecmeeHHbIl) HegbpocKriepo3 Papa»




- [TpUYMHbLI 3n10KayecTBeHHOU Al

JcceHumanbHas runepteHsus (I'b) 242 (54.3)
XpoHunyeckasa nodedHas HegoCTaToOMHOCTb 6€e3 NPU3HAaKoB 104 (23.3)
OCHOBHOro 3aboneBaHust NOYeK

[TnenoHedput 48 (10.8)
[MomepynoHedpUT- 17 (3.8)
CTeHO3 noyeyHon apTepumn 16 (3.6)
[TepBUYHbIN anboOCTEPOHN3M 4 (0.9)
deoxpomouunTomMa 4 (0.9)
Pak noykua 3 (0.7)
[MTonmkncTosHasa 0ose3Hb NOYEKa 3(0.7)
Y3enkosbiv nonmaptepunt n CKB. 3 (0.7)
CucrtemHas cknepogepmMumsia 1 (0.2)
[lepBUYHbIN rMNepnapaTnpeos 1(0.2)

B 55-60% cny4yaeB 3Al pasBuBaetcd de novo, B OTCyTCTBME aHamMHe3a Al

Lane D.A. etal Am J Hypertens (2009) 22 (11): 1199-1204.



Anuaemuonorna 3Al (aankHbie Bupmurremckoro peructpa)

« BAl pernctpupyetca meHee 4yem y 1% B6onbHbIX ¢ acceHumansHomn Al

« 3abonesaemocTtb 3Al B eBponeuickon nonynauum 2-3cnyyasa /100 Toic./
roq

- 3aboneBaemMocTb B appo-kapndckoun nonynsaumn 7,3cnyyas/
100TbIC./TOA

* B nocnegnne 30 - 40 net pacnpocTtpaHeHHocTb Al ocTaeTtcs
cTabunbHoOM

- 3aboneBaHune valle BCTpevaeTcs y MyX4dnH: 65,5% vs 34,5%

* HaunHasa ¢ 2007r. gnarHos nepsuyHou Al cTtan ycTaHaBnMBaTbCH
yatle

« ExxerogHoe 4ucno rocnutanudaumn no nosogy 3Al B TedyeHune
nocrnegHux 10 net coctasnget 2700

8
A.Shantsila, G.Y.H. Lip; Am Journ Hypertension 2017



' OCHOBHble MmeXaHU3Mbl Pa3BUTUA

3/10KavYecTBeHHOU Al

BocnanutenbHble n JdHAOoTeNnmanbHas
MMMYHHbIE AUCOYHKUMA AKTUBAUMA Tp,
N PubpunoreHa,
MEXaHU3MbI ‘N npoTpomboTUUECKUA
noTeHuman
Uwemua HOTA
nouyekK ) TMA
3roka4yecTBeHHas
3HAMMaR apTepvanbHas K
ypeHue
akTusauma PAC rUNepTEH3NS
1 BasonpeccuH,
N AnbAOCTEPOH, HapyweHue
N dnpoTtenuH 1, NUNUAHOIO
N AHrMOTEH3MUH Il obmeHa
YcuneHue
AKTUBaLIA OKCUAATUBHOTO
CHC cTpecca

Polskie archiwum medycyny wewnetrznej 2016, 126 (1-2) A. Shantsila, G. Y.H. Lip; Am Journ f Hypertension 2017



- CumnTOMblI MaHUPECTaLUU U OpPraHHbIe

nopaxkeHua npu 3AI
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YacTtoTa, %

Guzik T et al. POLSKIE ARCHIWUM MEDYCYNY WEWNETRZNEJ 2016; 126 (1-2) -



- KnuHuyeckue nposasneHua snokavyectseHHou Al

Cepaue: MMnepToHUYeECcKana peTUHoNnaTUA:
= [T = JlnHenHble peTUuHaNbHble
— [dwnactonuyeckasn KPOBOU3NUAHUA
ANCOYHKUMA — JKccyaaTusHble GokKychl c/6e3
MUOKapAaa oTéka [13H
| ANAY VA
AR S R fonoBHOU MO3T:
""'h'f‘/.:.;,{.«":}"‘ T AT o 3/10KayecTBeHHas — HeBponoruyeckas
;‘VQ\;, o,; T apTepuasibHadA CMMNTOMATUKA
"‘.‘ ladg s o rmnepTeHsna — OTeK roNoBHOro
LA b mos3ra
i
L TR W Lo e % WA
RN NS SR ( A
o N e Y L Tpom6oTuueckan NMAWACSCINE TpNSHAKA
PN AL N MuKkpoaHruonarua: TMA oTmeuenbl y 277%
‘o‘.’, » : e, s "..:::"9"* ,‘) i . 6 BOMNbHbIX, NOCTYNAaLLNX
.":',;.;'f ¢ G he ',‘;, Sl a POMOOUUTONEHNA 8 OPUT 8 cBsiav co
A TARAR Y, AR 7 Le v e — remonuTUYecKan aHemma 3nokayecTseHHoi Al

< )

11
Guzik T. Polskie archiwum medycyny wewnetrznej 2016; 126 (1-2) A Shantsila, G.Y.H. Lip; Am Journ of Hypertension. 2017




- NunuHamuka BbiXkuBaemoctn 6onbHbix 3ATl 3a

nocnegHue 40 net

5-neTHAA BbKnBaemMocTb, %

|

1977-1986

1987-1996

1997-2006

0 20 40 60 80 100

OcHOBHbIM (PakTOpOM KapauHarnbHOro nsmeHeHus nporHosa 3AlC asnsaetca
XECTKUN KoHTponb Al

12
Lane D.A. etal Am J Hypertens (2009) 22 (11): 1199-1204.



Ucxon n nporHo3 npu 3noKkavyectBeHHou Al

* [10 HacTosuero BpemeHun cmepTtHocTb npun 3Al B 13 pas
BblLLEe, YEM B Monynauum n B S pas rnpesbliLLUaeT TakoBy Npu
acceHumnanoHou Al, oa)ke TsXXernou

* [1py OTCYTCTBUM NTIEYEHNSI NPOrHO3 HEDNAronPUATEH: B
TeyeHune 2x net ymupatot 80% O60nbHbIX

* [1o paHHbIM BupmuHremckoro perncrtpa 3Al, OCHOBHbLIMU
npUu4MHaMmM CMEPTU NALIMEHTOB ABNAKTCA NPOrpeccupytoLlas
noyevHasa HegoctaTtovHOCTh (34,7%), nHeynet (19,8%), XCH
(10,9%), OM (10,4%)

* OCHOBHbIM 0aKTOPOM pUCKa pas3BUTUS TepMUHANbHOW
noyeyHom HegoctaTodHocTu cnyxmnt Orll1, yacTtoTa KoTopon
npn Al pocturaet 65%.

Shibagaki et al., Hypertens Res Vol. 28, No. 1 (2005), Lane D.A. et al Am J Hypertens (2009) 22 (11): 1199-1204



ATnonoruveckana Knaccuoukauma TMA

- Shiga-ToKcuH

Auvcperynayua npoAyuupytoLan
aNnbTepPHaATUBHOrO NyTU E.coli
KOMNNeMEeHTa: - Shigella dis. |
- Mytauyuum CFH, CFI, MC ™MNa
THBD, C3, CFB - Str. pneumonia,
- AHTKU CFH aHTUTeENa npoAyuupyoLwmnii
HeMpaMmunHupgasy
BTopu4Hble
TMA
TTN: ADAMTS 13 < 10% y Jlekapcrsa:
feHeTUYecKas bepemeHHOCTb: WHMUIHV;C'\AIV:;%/\:LMH,
- AHTH - Mpeaknamncua remumutabuH,
ADAMTS13 - HELLP cuHgpom r':\pHeTrTE;:)/ngll:
aHTUTena 3abonesaHuA: MHI’M6MTOpI;I
- CKB, KA®C, KanbUMNHENPUHA,
CKﬂeaOﬂ,epMMﬂ cMponunumyc,
- BWU — TuknonuauH,
- n Knonuaorpens,
Komop6uaHble (4ononHUTEnbHbIE [ AED MHTEPGEPOH,
- I‘nomepynonamm BaNaLMKNOBM
KOMMNNEMEHT-aKTUBUPYIOLLINE) COCTOSHUS - Onyxonu Opanbhle P
Campistol J. et al. Nephrology 2015 KOHTpalenTuskl




alYC yacTo pa3suBaeTca y nauMeHToB

C KOMO p6 UWaHbIMU COCTOAHUAMMU

» 25% (47/191) of patients with aHUS and no known affected family member have
coexisting diseases
+ Complement mutations identifiable in only 27% of aHUS patients

aHUS Patients With aHUS Patient With aHUS Patient With
Comorbid Disease, No Identified Mutation Identified Mutation
Comorbid diseases n (%) and Comorbid Disease, n  and Comorbid Disease, n
Malignancy and 2
chemotherapy g 1 :
Malignant hypertension 14 (30%) 12 2
Post‘trans.plgnt.l-ilUS and 11 (23%) 8 3
calcineurin inhibitors
Pregnancy-related HUS 10 (21%) 7 3
Systemic disease -
- Scleroderma i 2 1
- SLE
Glomerulopathy 8 (17%) - -
Total 47 (100%) 34 13

SLE = systemic lupus erythematosus.
Noris M, et al. Clin J Am Soc Nephrol. 2010;5:1844-1859.[8]



[NaToreHe3 TMA npu 3Al

3nokayecTBeHHas
Al

[MpeccopHbINn HaTpunypes Shear-Stress

YMeHbLlleHune B/c
oobema

AktnBauuna PAC

\ 4

[ [MoBpexaeHne KNeTok aHa0TENns ]

\ 4

- OTMevyaeTcs AUCCOHaHC
MeXay rmcTonorndecknmm
n nabopaTtopHbIMA
npusHakamn TMA 'y
nauneHToB ¢ 3AT.

- MATA n
TpoMbouuTOoNneHNS
BblgBNAOTCA Y 27-44%
OonbHbIX Al

- He pewieH Bonpoc o
ToM, siBnsietcs nun Al
NPUYNHON NN
cnegcteuem TMA

- Yactorta 3Al npun TMA
coctaBnset 13%

- /

agresun, TO, TXA2, sHootenuH-1 n ap.

[ I'IposocnanvlTeanble LWUTOKUHbI, MOJ1EKYI1bI ]

\ 4

ApTepnonapHblin TPoM603, dnbpuHONaHLIN Hekpo3, MATA,
TPOMOOLNTONEHUS

Ruggenenti P, Remuzzi G. Am J KD 1996;27 (4):459-75, Shibagaki et al., Hypertens Res Vol. 28, No. 1 (2005)



Mpeanonaraemelt mexaHu3m passutua TMA
npu 3noKadYecTseHHoM Al

~ 7\ N - ?‘

[MoBpexaeHne X ,; N :
AT
%‘IGTOK SHOOTENUs Whpnosame e, XV % y
VWE < ,

— e
Shear Stress rperaLums

BC”eﬂCT,B”e S TpoMbouMTOB
Tshkenon Al HU3Kn- A

YMEpPEHHbIN

aeduunt
? [lncperynauns ADAMTS1 ‘

KOMMJ1IEMEHTA

Hedoununt ADAMTS13 npn 3Al obycnosneH noTpebneHnem ero B npoLecce
MUKPOTpOoMB0o06pas3oBaHns, BbI3BAHHOIO NoBpexgeHneM aHgoTenus. B atom cny4vae
npoucxoaut ceadbiBaHne mynstumepos VWF ADAMTS13

Mathew R.O et al., JASH 2015



AxkTuBHocTb ADAMTS13 B CBa3b MeXay aKTUBHOCTbIO
nnasmMe KpoBu y NaLUEHTOB C ADAMTS13 u
TSDKENOW U 3noka4ecTseHHoi Al log (J1Ar): r=-0,65; p<0,001
150+ 1501
> ' : ' >
2> ) o °I >
8 1004 —o=t : : S 100-
© i : : g
© : 2 _
" . —i
z :
E . <
2 50 - ee g 50+
Control Severe Malignant 2.0 2.5 3.0

Log (LDH)

OnpepgeneHne aktuBHocT ADAMTS13 moXKeT cnyXutb Lenm
anbdepeHumManbHOM ANarHocTnkn mexay TMA,
accoummnpoBaHHou ¢ 3Al, u Taxenon Al oo Buoncum NOYKM

Bert-Jan H. van den Born et al. Hypertension. 2008;51:862-866

Copyright © American Heart Association, Inc. All rights reserved.



XapaKTepucTuKa 60NbHbIX 3N10KAa4YE€CTBEHHOMU U TAXKENON
apTepuanbHOU rMnepTeH3nen (Van den Born et al, Hypertension, 2008)

XapaktepuUcTUKa pynna koHTpoOANA MNauueHTsI C MNauueHTbl CO P
nauueHToB 6e3 Al TAxenon Al 3nokauvectseHHoM Al (3AT vs TATI)
(n=20) (n=20) (n=20)
Bo3spact, mxSD, net 43419 46+15 42+11 0,34
M/ 11/9 11/9 15/5 0,32
CAL, , mxSD, mm Hg 12511 226120 229423 0,74
OAL, , miSD, mm Hg 80+9 133114 150+14 <0,01
AHamHes AT, n(%) 14(70) 7(35) 0,06
AHTUTMNEpPTEH3NBHAA 4(20) 0 0,11
Tepanua, n(%)
Cr,, Me, umol/L 92 [72;142] 149 [74;1545] <0,01
'MnepTtpodua nesoro 8(40) 17(85) <0,01
Xenyaouka, n(%)
Hb, Me, mmol/L 9,3[7,3;10,9] 8,6 [4,0;10,3] 0,17
Tpombouutsbl, Me, 234 [102; 363] 246 [45; 345] 0,76
x10° /L
nar, Me, U/L 226 [126; 471] 325 [161; 1467] 0,01
LLn3ounTbl, n (%) 2(10) 6(30) 0,24




/ « QOO6cnepoBaHO 22 60NbHbLIX CO 3NOKa4YeCTBEHHOU \
B

aptepuanbHou runepreHsuen (3AlN u npusHakamu TMA
ouonTaTe NoYKu :
4 (18%) XeHwuHbl 1 18 (82%) My>X4unH
B Bo3pacTte ot 20 no 45 ner;
cpeaHun Bo3pacTt: 32,6 = 7,62 rona

« [lokasaHuem Kk Hedppobuoncum 6biNo HapyLleHue pyHKLUU
NnoYek, Kak npaBuno, OCTpoe, He3aBUCUMO OT HanNU4uUa Unu

OTCYTCTBUA MOYEBOIro CUHApPOMa
« B uccnepgosaHue He Bkntovanuck 6onbHble ACGC u nemequuvm/

\TMA (aryC, STEC-I'YC, TTN)

(" Onpegenanu: )

v' Mapkep akTuBaumm ansTepHaTUBHOIO NyTn komnnemeHTta daktop Ba

v' Mapkep aktneauum tepmmHanbHoro nytu komnnementa (MAK) C5b-9
k‘/ [Nonnmopdun3mbl reHOB remocTasa y
Akaesa M.U., Koanoeckas H.JI., 202016




I Moka3atenu Al y naumeHTos ¢ 3Al (n=22) l
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-!pa KTEPUCTUKaA TEMaATONOTNHECKUX I'IOKa3aTEII!.

y 6onbHbiX ¢ 3AT (n=22)

FemMornoGuH, rin
—3Al’ —Hopma

162
%

nar, ea/n
—3All' —Hopwma

472
%

230

TpomOouUTbI, TbIC/MKN
—3Al' —Hopwma
381

254
172

Hwn y ogHoro 60nsLHOro He
BbIABNEHO NPU3HAKOB
MMKPOaHrmonaTn4eckoro
remonusa n TpoMéoLUNTONEHNN.
Mo gaHHBLIM NUTEpaTypbl, 3TU
nposieneHna TMA BCTpevaroTcs
nuwb y 27-44% nauyueHToB C
3AI

ZZ



CneKTp opraHHbIX NOpPa*KeHUN Y 60NbHbIX
3N10KavyectBeHHOU Al (n=22)

[lopaxxeHue OpraHoB KosinyecTBO
nanueHToB (n, %)

[Touku 22 (100)
Cepaue:

- TunepTpodus j1eBoro xeaygodka 22 (100)
- OcTpas cepaeyHast HeA0CTaTOYHOCTh 7 (31,8)
I’1a3a 8 (36,4)
IHC 5(22,7)

Akaesa M.U., Koanoeckas H.J1., 2016
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Nepdy3mnoHHaa TomocumHTUrpaduma mmokapaa 6onbHoro 3Arl ¢
nopa*keHuem cepagua nocne KynuposaHma OCH.
B momeHT maHudectaumm 3AT B 35%, CKp 5,6mr/an, MATA

u TpombouuntoneHnn Het AJJ, 280/160 mm pT.CT

®  Ha TomocuuHTUrpammax B
OPTOrOHaNbHbIX CEYEHUAX
OTYET/IMBO BM3YyanmsmpyeTcsa
BK/IlOYEHNE MHAUKATOpPA B
Mmnokapa 1K ¢ audgdysHo
HEepPaBHOMEPHbIM
pacnpeaeneHuem. lonoctb
enyaouka He paclunpeHa,
BM3Yya/ibHblE MPU3HAKU
rmnepTpodun Mmmokapaa He
BblPaKeHbl.

3aknodeHue: CuuHTUrpadguyeckas
KapTuHa OMdPy3HbIX HApYLLEHUIA

Ba 3075 Hr/mn (226-2153)
MAK 80,1Hr/mn (48+£17,5)
nepdgysun Mmokapaa BbIsiBNEeHbI MONMMOPGU3MbI FEHOB

PAI (4G /5G) n ITGA2 807 (CIT)

AKaesa M.U., Koznosckasa H./1.,2016



[McTonornyecKkana KapTuHa TKaHU
nodku 6onbHbiX 3Al c TMA

lNpenapamei E.C. Cmonspesuy



7 KnnHuyeckue npoasneHmna Hepponatumy

6onbHbIX 3Al

KpeaTUHUH, MKMonb/n Chy, ricyr

386,65 (160-986) 1,3 (0,1-7,2)

N e———
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N7 —
0 1 2 3 4 5 6 7 8
Hn22

Akaesa M.N., Ko3znosckaa H./1., 2016 26
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Cozep:xaHUue MeMOpaHO-aTaKyHoIIero KOMIJIEKCa
MAK (C5b-9) npu 3AI' u aI'YC
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3AI al'YC (ocTp. al'YC (xp.
daza) Te4yeHune)
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PacnpocTtpaHeHHOCTb NOAUMOPPU3IMOB reHOB
remocrtasa y 6onbHbix 3AT (n=22)
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— ,
2,6
G/A 1,7

B GLi59)A ,
G/A
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4G/5G 39,1 39,1
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- 3akntoverue (1)

« [InarHos « TMA, accounmpoBaHHasi ¢ 3riokadecTBeHHON Al» MOXET ObITb
ycTaHoBreH nocne ncknodeHus al'yYC, TTI, KAOC wn gpyrux
BTOpUYHbIX TMA npu BbiaBrneHnu ructoniorndeckon kaptnuHol TMA B
buonTarte NoYkn HeE3aBUCUMO OT HaIM4YUS NN OTCYTCTBUA €€
remMartoriorm4eckmx Npn3Hakos

« 3nokadectBeHHas AlT MOXeT BbITb BapnaHTOM XPOHMYECKOro TeYeHUS
al'YC y naumeHToB € reHeTuvecknum gedektom perynaumm AlK, B nonb3ay
4yero CBUOETENbCTBYOT MapKepbl ero aktneauum y naumeHTtoB ¢ 3Al

* [lpMEHEHNE KOMMNEMEHT-0NOKNpYOLLEN Tepanmun, No-BUANMOMY,
MOXET ObITb ONpaBgaHO Y HEKOTOPbLIX NAUMEHTOB C pe3ncTeHTHon 3Al u
ObICTPO HapacTaoLWen NoOYEe4YHON HEQOCTAaTOYHOCTBIO AaXe B cny4dasix
«HenonHon» TMA

* [eHeTnyeckasi TpoMOOOUNKUSA, BEPOATHO, CIYXUT AOMNOSTHUTENBHbLIM
doakTopom pucka passutmns TMA npu 3anokadecteeHHoOU Al, a Takke
BHOCWUT CBOW BKJla[ B BblIpaXXE€HHOCTb OPraHHOro rnopaxxeHusa y

naumeHToB ¢ 3Al
30



- 3aknioveHue (2)

« 3nokavecTtBeHHast Al MOXeT ObITb Kak NpUYMHON, Tak 1 cneacrtemem TMA.
Bonpoc o0 Tom, Kakoe U3 3TUX COCTOSAHUW NEPBUYHO, 40 HACTOALLEIO
BpeMeHN oCTaeTcs NpeaMeTOM AUCKYCCUm

* CHuxeHune aktnsHoctn ADAMTS13 y naumeHnTtoB ¢ 3Al n kaptnHon TMA B
buonTtate no4vkn B otcytcTBne MAIA u TpoMOOLUTONEHUN MOXET
yKasblBaTb Ha TO, YTO NnepBuYHa UMeHHO 3Al

* He koppurnpyemasi HECMOTPS Ha ageKBaTHYI0 aHTUTMNEPTEH3UBHYIO
Tepanuio 3Al ¢ HapacTalLWNM YPOBHEM KpeaTUHMHA, HO 6e3
TpombouutoneHnn n/unm MATA moxeT 6biTb CNeacTBUEM T.H. « HEMOITHOW»
TMA, KoTopon B psige crnydaeB nposinsaetca al YC

* [TauneHToB € KapTUHOU XpoHudeckonm TMA B buonTtare no4vku, Ho be3
BblpaXXeHHbIX OCTPbIX 3M1M3040B B aHaMHe3e, Y KOTOpbIX yaaeTcd
KOHTponuposaTb All, CHU3MBLLEeEeCA B pe3ynbrate agekBaTtHOU Tepanuun, m
NMEIOLLMX BCNEOCTBUE ATOIN0 CTAbUITbHO CHMKEHHYIO OYHKLIMIO MOYEK,
cneayert TwaTenbHO Habntogatb ANst CBOEBPEMEHHOIO BbISIBIIEHUS

NMPU3HaKOB NporpeccupoBaHns 3aboneBaHns
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