BAAAUBOCTOKCKAA
@ KAUHUUECKASA
BOAbHULUA Nel

OnbIT yCNewHoM ANarHOCTUKU U OpraHnU3aLmnm
nepBoro atana sieyeHunsa 6onesHn MowKosuLa

[lasen AnekcaHOposuYy KHA3EHKo,
3amecmumernb 2/108HO20 8pPAYQ,
2/1a8HbIU creyuanucm aHecme3uoso2-peaHuUMamoroe

MuH30pasa lNpumopcKoz20 Kpas



Annomauusn

1pombomuueckas mpomooyumonenuyeckas nypnypa
(TTII) (6ones3nv Mowxosuua) — opghannoe,
JHCUHeyepodcarouee, 0CMpo B03HUKAIOUee
3abonesanue, KOmopoe pa3eueaemcs 6C1e0Cmaue
Ooepuyuma hepmenma memaionpomeassi,
pacwensarowel C8epxXKpyntvle Myibmumepsvl pakmopa
@on Bunneopanoa (ADAMTSL3). TTII sisnsemcs
MPYOHO OUACHOCMUPYEMOU NAMOI02Uel 8CTle0CBUe

6BIPAINCECHHO2O nwzwwoquusma CUMNMOMOSG.

lIpeocmasnen knuHuveckuu caydau
ycnewHou OuazHOCMuUKU U nepeo2o Imand
mepanuu nayueHmKu ¢ 1a00pamopHo-

noomeepoicoennou TTII u 3¢gpghexmusro
OP2aHU308AHHOU MPAHCNOPIMUPOBKOLL 8

HMUI] cemamonozuu 2. Mockeui.




TpombouuToneHnn notpebneHms (meHee 150 r/n Unn CHUXKEHME YnCna
TpombouuTtos 6onee yem Ha 25% OT UcxoaHoOro)

TpomOoTHueckas

MHKPOAHI'HNOIIATH
(TMA) sT0
TeTEpPOTrE€HHAs TpyIIna MMUKPOAHIMONATUYECKOM reMOIMTUYECKOMN aHeMMen (remornobumH
. MmeHee 100 r/n, mexaHnyeckunii Kymbc-otpmuatenbHblt remonms
336OJIeBaHI/II/I, BC/IeACTBUE NOBPEXAEHNA MEMOPAH 3PUTPOLUTOB NMPU KOHTAKTE C
KOTOpas MPOSIBIISIETCS ERoMOaN M)
KJIACCUYECKOU

TPUAOU B BUJIE:

NILIEMMUYECKUM NOPAXKEHMEM PA3/INYHbIX OPraHoB (NoyYek u
LeHTpanbHoOM HepBHoM cuctemsl (LLHC)) [1, 2].




Beeoenue

TMA

[IprnoOpeTeHHBIE

(KJIMHUYECKUM IIPUMED -
aACCOLIMUPOBAHHBIEC C
MH(DEKIEH)

HacnenctBeHHbie Bropununsie TMA




Bnepeuie...

TTII - «bone3nv Mowkosuyay 6 uecms
amepuxarckozo épaqa EIl Moschcowitz,
Komopwiu 6 1925 2. onucan enezanHo
DPe38UBUUUECS CUMNMOMbL MAHCENLO20
3abonesanus y 16-nemueu 0e8yuiku 6 uoe
crabocmu, 1UXOPAOKU, NAPe308 1eB0U PYKU U
HO2U, TUUEB020 HePBa, NOIOHCUMETIbHO20
pepnexca Kepuuea, komul, U 3aKOHYUBULE2OCS]
J1eMAIbHbIM UCX000M CHYCHISL 08€ HeOelu NOCle
NOSBIEHUS NEePBBbIX KIUHUUECKUX CUMNIOMOS.
IIpu aymoncuu 611U 0OHAPYIHCUIU
MHOIHCECTNBEHHbIE MPOMOBL 8 MENKUX
apmepuonLax

Eli Moschcowitz



MCTAJLJIOIIPOTCHUHA3A

(v ObLT UACHTU(DUITTPOBAH ) ' ADAMTS13 (v (yHKIIHEN KOTOPOit )
IIJIa3MCHHBIN OCIIOK, SIBJISICTCS PACIICITICHUH
peryIupyONIHH « (A Disintegrin And MYJIBTHMEPOB (hakropa
B3aNMOJICHCTBHE Metalloproteinase with dbon Bunneopanaa,
TPOMOOIIUTOB C (paKTOpPOM ThromboSpondin type 1 CEKPETUPYEMbIX
¢bon Bunneobpanna motif) SHA0TEINAILHBIMU

KJICTKaMU

\ - ) .

Onpeodenenue aKkmugHOCmMuU IM0O20 hepmenma no360aA0MmM

ougppepenyuposeamev TTII u amunuunwlit 2emoaUMUKO-

ypemuueckuii cunopoma (al' YC).



Axmusnocmo ADAMTS-13 6 nopme okono 50- 150%. Hechuyum
akmusnocmu ADAMTS-13 co cuusicenuem menee 10% saensaemcs
ouacHocmuueckum mapxepom TTII. Eciu yposenv cocmaensiem meree
10%, nHeobxooumo onpedensimov aumu-ADAMTS-13-uneubupyrowue
anmumena. Ilpu ux Haruuuu OuacHoCMuUpyrom UOUONAMUYECK)YIO
(aymoummynuyro) TTII, npu omcymemeuu — HaAC1e0CMBEHHYIO.

CornacHO CTaTUCTUYECKUM JTaHHBIM, KOTOPBIE IPOBOAWIMCH B LleHTpe

TPOMOOTHYECKHUX MUKpoaHrronatuil ®panuuu, uz 772 caydaes TTII y
B3pOCJIbIX, BpOXKJICHHAsA (hpopMa 3a00eBaHus (00yCIOBICHHAS MY TalueH
reHa ADAMTS13) 0rs11a nuarnoctupoBana miib B 21 (2,7 %) cnyyae, B

OCTaJbHBIX - HOCHJIA UMMYHOOIIOCPEIOBAaHHYIO (hDOpMY



JI11 MICKJIIOUEHHS OLIMOOK JUArHOCTHUKU,
akTuBHOCTH (hepmenTa ADAMTS-13
ONpENEISIETCS O HaYalla Teparuu
TPE/tpancdy3usmu C3IIk

Jlo 1970-x 20008 60os1e3Hb MowKosuya cHumanace amasbHoU,
no cmamucmuke 90-100% nayueHmos ymuparu.

Ha ocHosaHuUuU ycriewHo20 orbima rnpumMeHeHUs 3aMeHbl UesibHOU Kposu € no0o0epHcKou
ceexcezamopoxceHHoU naasmol (C3[1), sbipabomarsica Hoabil Nodxo0 K mepanuu TTT],
coyemarowuli mpaHcgpysuu C3/mepanusa TPE/memoodsi agpepesa. CeoespemMeHHaA
0ua2HOCMUKQA U 3amecmumesnbHasa mepanus no3eossaem 0obusamecsa evizdoposaeHua 70-91%
60s16HbIX.



Knunuueckoe naonirooenue

[TanmenTka I1. 47 nert, )xutensHuna [IppuMopckoro kpasi, orMedaeT Hadaiao 3a00JICBaHUS B BUJIE
MOSIBJICHUS BBICBIIAHUM Ha JMIle U 1iee B urojie 2023 r. mocnie noe3aku B r.AHama. OOparuiack K
ASPMATOJIOTy IO MECTY JKHUTEIbCTBA, BBICTABICH HH(PECKIMOHHBIM J€pMaTUT M Ha3HA4YCH
TOKCULIMKJINH Ha 21 feHb, ¢ 3 (PEeKToOM B BUAE 3HAYMTEIILHOIO YMEHBIICHUS ChIUM. B Haudae
ceHTsa0ps 2023 mepeHeclia BHUPYCHYIO HMHQEKIHIO, JIEUMIACh CaMOCTOSTEIIbHO, B CBS3U C
pazButrem onplmku 11.09.2023r. ooparuiiack B npueMHoe otaeneHue L[Pb, rie BnepBbie Oblia
BbISIBJICHA Jierkas aHeMus ¢ ypoBHeM remommoomHa 105 r/n, RBC 2,9, ymepenHsbii
HeUTpopUIbHEIN JIeiikonuTo3 (11,0), m TpoMOonuToneHus cpeaueit creneHr (50) B KIMHAYECKOM

aHaJn3e KpoBHU. OT NPEIOKEHHON TOCIATAIN3AMNA OTKAa3aJIach. JlaHbl pEKOMEHIAlIUH.



Anamues Hcu3Hu

beITOBOM aHAMHE3 yIOBIETBOpUTENIbHBIM. B anamuaese 7 KO, 3 pogoB myrem Kecapena

ceueHUsI, 03 OCIOKHEHUH.

Bupycnsiii renatut, HIV, Ty0oepkyse3, BeHepruUecKHUe 3a00I€BaHUs OTPUIIACT.

AJIIIEProJIOTHYECKUN aHAMHE3 HE OTSTOIIICH.
HacneacTBEHHOCTh — y OTIA UHCYJIBT.
He pabotaet. [IpodeccronanbHbie BpeIHOCTH OTPHUIIAET.
IInTanue pauuoHanabHOE. BpelHble MPUBBIYKH OTPUIIAET.

DIMUIEMUAOJIOTHYECKUU aHaMHe3: 0e3 0COOEHHOCTEMN.



IIpu nmoBropHoM obOparmienun 25.09.2023 1. 6bu1a
rOCIUTAIIM3UPOBAaHA B  CTallMOHap IO  MECTY
xutenasctBa (LIPB) B cBs3u ¢ amemmert Hgb 77 1/m,
TpoMOoIuTOonicHuer 32 THIC/MKJ, HEHUTPOPUIHLHBIM
JICHKOITUTO30M 13 TBIC/MKJT (Tabmn.l).

['emopparn4yeckuii CHHIPOM.

Kinunuuecku oTMeYaiach C1ab0CTh,
cyodeOpubHas JMXOPaJIKa, KO>KHBIU

reMopparndeckuii cuaIpom (puc.l).

o ¥4

Puc. 1. Koorcnblii cemoppazcuueckuti cunopom 8

oebrome.




Jlunamuka ev100pouUHbIX T1ADOPAMOPHBIX NOKA3AMeNel Kposu.

TToxka3zarean

10.10.23
25.09.23 28.09.23 03.10.23 PedepencHblie 3HaYeHUsI
09.10.23
JlaTa
Temorooun 77 69 82 93 120-140 r/n
SpuTpOUHTHI 1.96 2.1 2.56 3.16 2.5-5.5*%10M2/n
TpoMGonuTHI 32 13 21 62 180-320*10"9/n
JIeHKOUUTEE 14.33 3.77 10.25 17.63 4-9*10"9/n
9031HOPUIIBI 0 0 0 0.1 0.5-5 %
Bazoduibl 0 0 0 1.2 0-1%
HeiiTpoduiibi 77.9 74.6 71.7 89.3 47-72%
I[ManouxosinepHbie HEUTPOGUIIBI 4 3 7 17 1-5%
CerMeHToOsIIepHbIE HEHTPO(PHIbI 04 60 64 56 A47-72%
JIlumpounTsl 14.3 18 16 13 19-37%
MoHouuTEI 7.8 7.4 12.3 13 6-8%
CPB 30.5 - 18.76 76.74 0-5 mr/n
JIAT 180 3459 3768.86 1539.51 0-249ME/n
AcAT 447 73 48.65 37.95 0-31 En/n
AJAT 55.5 23 6.82 8.24 0-34 En/n
Kpeatunun 120.4 315 583 517 44-80 MmMmMonb/it
Mouesnna 13.75 23.3 74.32 20.98 2.8-7.2 MMonB/N




C 27.09.2023 r. nepeBencHa B OPUT, roe HaOmomanach B TCUCHHUE HEICIU C

nuarao3om «Cerncuc? JABC-cunapom?».

B nanpHeHIeM coCTosHUE OONBbHOM YXYAIIUIOCh. YCHUIIMICSI FeMOpparudeCcKum
CHHAPOM, KOJIWYECTBO TPOMOOLMTOB yMeHbmMIOCHr g0 20  TwIc/MKII,
nporpeccupoBaia mnoueuyHas auchyHkiusa, ypoBeHb Creat 415 mxmonws/n. JIAI

yBennunnack co 180 mo 3459 Ex/n.

Jns panpHeviiero nedenus 02.10.2023 r. manueHTKa ObLIa IIEpeBeliCHA B

KI'bY3 «BnaguBocrokckas knnandeckas ooapHUIA» Nel (BKbB Nel).



Ha stane npueMHOro
otnenenust BKb Nel
02.10.2023 marmnedTKa B

JICTKOM OITTYIICHHUHN

(14 6annos mo I'masro).

Nmenvch nerexuu Ha
BEPXHUX KOHCYHOCTSIX,
oOIIpHas reMaToMa Ha
CIIMHE C MIEPEXO0IOM Ha

*KUBOT (puc.2).

,/' 7 -

Hopmorepmus o N e,
Puc.2. ['emamoma na cnune ¢ nepexooom Ha

HCUe0OM.






[Io 7JaHHBIM KOMIBIOTEPHON TOMOrpadun
rOJJOBHOIO  MO3Ta. IPHU3HAKH  OCTPOIO
HApYIIEHUsI MO3TOBOTO KPOBOOOpAIICHUS
(OHMK) mno remopparn4eckoMy THITY B
TEMEHHOUW JO0JI€ CJIEBAa, O0OBEMOM ILIOTHOM
4acTM TI'eMaTOMbl MOpPU  KOMIIBIOTEPHOM

pacuere 10 2,0 ma (puc.3).




MIP (ToAuMHI: 2 MM.) |

Puc.4. KT neexux 02.10.2023

KT opranos rpynnoii kierku (OI'K): BbIpameHHOe CHUKeHHE THEBMATU3ALMH JIETKHX 32 CYET HHTEPCTULMAIbHOU
UHPWIBTPALUU JIETOYHOU MapeHXuMbl (TP PepeHunaNbHbIN IHATHO3 - 0TEK JerKUX, MHTEPCTUIMAJIbHAS THEBMOHUS,
nuddy3Hoe aabBeoJIApHOEe KPOBOU3IUsIHUAE) HA (poHE ABYCTOPOHHEro ruaporopakca (puc.4). l'ocnurasuzuposana 8 OPUT.




B remorpamme ot 02.10.2023 1.
(kanmnIgpHas KpoBb): Hb 83 1/ 7,
TPOMOOIUTHEI 37 THIC/MKII,

nerkouTsl 11,74 Teic/MK,
OJIaCTHBIC KJICTKH — HE 0OHAPYKEHO.
B OHMOXMMHWYECKOM aHaINU3€ KPOBU OT
03.10.2023 r: PCT <2 ar/miu, moueBas
Krcaora 587 MMonb/1, creat 583, urea
74,32, cp0 18,76, JIJII" 3768,86, B
koaryinorpamme: AUTB 30 cex, MHO 1,28,
¢uodpunoren 1,51 r/m.
3anogo3peHa reMaToJIOrn4ecKas
naroJiorus (?), BEIIOJIHEH 3a00p Marepuala
g uccineaoBanusa Ha ADAMTS13




B cBsi3u ¢ TPOMOOLIMTONICHUEH,
TEMOJIMTUYECKOW AHEMHUEN, TIOPAXKEHUEM TTOYEK
MIPOBOJAWJICS JTUATHOCTUYECKUU TTOUCK. bblin
MCKJII0UEHBI aHTU(HOCHOIUIUIHBIA CUHAPOM
(ADC), cucteMHas KpacHasl BoJlYaHKa (aHTUTENA K
KapAUOJUIINHY, K TTIMKOIPOTEHAaM, BOTYAHOUYHBIM
antureH, ANA-3 profile, ANCA-anTurena, LE-
KJIETKH - OTPUIATEIIBHO).

Pa3mephl cene3eHKH U TIeY€HU B HOPME T10
Y31 (12.10.2023 ).
IIpu uccaenoBaHUU MOYM OOHAPYKEH OCIOK
ben-/>xonca (04.10.2023 1.) 0AHOKPATHO, CIEBI.
[TyHKIMSI KOCTHOTO MO3ra HE BBINOJIHSJIACK.
YuuThIBas MEPEUNCICHHBIC KIMHUYECKUE
MPOSIBJICHUS U IIPU3HAKH - MPEATIOI0KEH TUArHO3
TpoMOOTHYECKOM MUKpoaHruomnaruu (TMA).

B ornenennn OPUT ¢ 03.10.2023
WHUIIUMPOBAH BHICOKOOOBEMHBIN TEPANEBTUYECKUI
ma3mMooomeH (TPE), mpoBeaeHo 6 mpoueayp 1o 1-

1,5 oObeMa HUPKYIUPYIOLIEH T1JIa3MBbl.










04.10.2023 ObUTa KOHCYJABTHPOBaHA FEMATOJIOTOM: OKUAAETCS
ananu3 Ha aktTuBHOCTb ADAMTSI13, nponomxenne TPE, mynbc-
Tepanus JIeKCaMETa30HOM, a Takxke, uckiouenue al ' YC, octporo

neriko3a. [IpoBoaunack nyiabc-Tepamnus gekcamerazonomM 40 mr B

cytku (¢ 06.10.2023 1. mo 09.10.2023 r.) — 6e3 a3 dekra.

B kauHnueckom aHanm3e kpoBu oT 06.10.2023 . — Hb 79 r/x,

TPOMOOIHTHI 48 THIC/MKIL.

[1ma3ma narmeHTku, B3sTas 10 1 PE, nis onpeneneHus

akTuBHOCTH ADAMTS13 Obl1a oTipaBieHa B I. MOCKBa,

HMMUI] remaronoruu kypeepom 03.10.2023.
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MIP (TonumHa: 2 HM.) oz

Wl LN NINBMIND

Puc.5. KT néerkux 6 ouHamuxe

B nuHaMuKe yCTaHOBJICH CEIICUC, aCCOLMUPOBAHHBIN ¢ Enterobacter aerogenes, sBiacHusIMA MOJUOPTraHHOM

HesmocTarouyHocTH. [1o nanabiM koHTposbHOM KT OI'TI ot 11.10.2023 (puc.S)



®depepanbHoe rocypgapcrseHHoe 6loaxeTHoe yupexaeHue
«HauMoHaNbHbIN MeAULUHCKUIA UCCNeA0BATENbCKUIA LLeHTP reMaToNnormm»
JKcnpecc-nabopaTopua OTAENEHUA peaHUuMmauumn
125167, Poccuna, Mockea, HoBbiit 3bIKOBCKUiA npoesa, A.4

8(495)612-48-59, gengalst@gmail.com

3aknoueHue
Mauuenr: NoponHnumnHa UpnHa HukonaesHa
Jarta poxxaeHua: 03.08.1976 Mon: HeHckui
Ne o6pasua: 40018945
Aara nocrynnenua 6uon. marepuana: 12.10.2023
Jlata npoBeaeHMA nccnenoBaHuA: 12.10.2023
JlaTta BblAauM 3aKNI0NEHUA: 12.10.2023

Buonoruyeckuit marepuan: Mna3ma kposu

Hanpasnexue: AktTnsHoCcTb ADAMTS-13

Mertopg uccnepoBaHma: UMMmyHODEepMEeHTHbIN aHanus

HaumeHoBaHue uccnepgosaHma Pesynbrar Ea. uam. PedepeHcHble
3HayeHuA
AKTUBHOCTb ADAMTS-13 5.5 % > 80%
3aknouyeHue:

3HayeHue aktusHoct ADAMTS-13 cocrasuno 5.5%.

Bpay-nabopaHt

BpoHakuHa C.10.

B cBsi3u ¢ OIIII mpoBognInCh CeaHChI
IIPOIJIEHHOW 3aMECTUTEIBHOU IMTOYEYHOU
tepanuu B pexxume CVVHDF ¢ pernonapHoi
AHTUKOAT'YJISLMEH IUTparoM 4 ceaHca 1o 3
naHsi. COOCTBEHHBIN JUYype3 ObLI
BOoccTaHoBJIeH cHadana 0,45 mi/kr/gac, ganee
¢ HapacTtarowmuM urorom 0,9-1,5 mn/kr/gac. B
reMorpaMMe COXpaHsIach aHEMHUSA CPEIHEN
CTETICHH, IPUPOCT YPOBHS TPOMOOIIUTOB 10
40-50 r/n. 11.10.2023 1. mojiy4eH pe3yJabrar
ADAMTSI13 - BhIsgBIICHA CHU)KCHHAS
akTuBHOCTb ADAMTSI13 - 5,5%., BoIsIBIICH

uaruoutop 2,5 BU.



bbu1a mpoBeAeHA TEIEMEIUITMHCKAS
koHcyapTanus (TMK) ¢ HMULL rematonoruu:
YUUTHIBasE HU3KYH0 akTUBHOCT ADAMTSI13 TTII
MTOJATBEPXK/ICHA, OJTHAKO, YUUTHIBAS HE
XapaKTEPHYIO KIIMHUYECKYO KapTuHy i TTII, a
MMEHHO, pa3BuTHE auaim3-3aBucumon OITH n
TEMOPPATNYECKUNA UHCYJIBT, PEKOMEHIOBAHO
JTOIIOJHUTEIILHOE 00CIIEJ0BAHUE, ITIOCKOIBKY
CUHAPOM MOIIIKOBHIIA MOKET ObITh BTOPUYHBIM Ha
(oHE Ipyroro 3a00JI€BaHUS.

PekomenioBano nponomxenne I PE, Tepanus
I'KC, cornacoBan niepeBong B HMUIL] remaronorum.




YuuThIBas JOCTUKEHUE CTAOUILHOCTH
COCTOSIHUS ITAIIUCHTKHU, IPUHATO PEIICHUE O
TPAHCIOPTUPOBKE.

TpaHCcmopTUPOBKa OCYIIECTBIISIIACH B
YCJHOBHSX aBUAIEPEIIETA, C IIOAACPKUBAOIICH
KUCJIOPOAHOU T€pANUEN, KOPPEKIIUEU
KU3HCHHBIX (D)YHKIIUH B CONPOBOXKICHUU IBYX
Bpavyeu-aHECTE3NOIIOTOB-peaHuMaToioroB BKb
Nel. OcnoxHEHMH B IPOLECCE T10JIETa HE OBLIO.

Yepes 11 wacoB nanmeHTka 10CTaBJICHA B
HMMII I'emaronoruu, r.Mocksa, SVO.
JlocTaBka B a3poOIOPT BBUIETA U U3 A3PONOpTa
Ha3HAYEHUs OCYIIEeCTBIIsIaCh OprUragamu
TeppuTOpHaIbHBIX LIEHTPOB MEAUIINHDI
KaracTpod






3aKiaroueHue

boisie3Hs MalikoBuIia — 3TO ypreHTHas CUTyalus, TPeOyromasi SKCTPEHHOU
TUArHOCTUKH M HE3aMEIMTEIbHOM Tepanuu. Ha mepBoM 3Tarie, 10 MOATBEPKIACHUSA
IWArHo3a, MPUMEHEHUE METOI0B SKCTPOKAPIOPAITbHON T€MOKOPPEKIIMH B
couetanuu ¢ tepanver ' KC u anexkBarHOM CONMPOBOAUTEIILHON TEPAIIUEH,
CIaXXCHHAsI MEXIUCIUIIMHAPHAS pa00Ta MO3BOJISFOT 3HAYUTEITBHO CHU3UTH

BEPOSTHOCTh HEOJIArONPUSATHOTO UCXOAA.



BAAAUBOCTOKCKAS
( Fj KAUHUYECKASR
BOABHULUA Ne¢l

BJIATOJIAPIO
3A BHUMAHMUE
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