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B paGore coo0maercsi 0 pe3yabTaTaX NOCTAHOBKH JAMATHO32, HA0JII0O/ICHUS 32 NALUMEHTOM U TeYeHHUSl PeIKoro
arpeccuBHOro 3a0oseBanHusi: Oosesnn MomkoBuna. TpomGoTHueckasi TPOMOONMTONEHHYECKAs Mypmypa —
TSIIKEJI0€, CJ0KHOe B JMArHOCTHKe, penKoe 3afosieBanue. B craThbe onucaHbl NepBOHAYAJIbHBbIE NMPU3HAKH
0osie3HN, KOrja CJI0KHOCTH 3aKjaw4yajiach B auddepeHuuanuu auarHosa. Hajauume mneHTaabI:
NpOrpeccHpyouiasi TPOMOOUUTONEHUsI, MUKPOAHT HONATHYECKASI T€eMOJUTHYECKAsl aHeMUsl, HEBPOJIOTHYeCKHe 1
NCUXHYEeCKHE HAPYUIIEHHs] B BU/Ie POrpeccupyoeii YHIedaionaTuu ¢ pa3BUTHEM JIeJTUPHUs], TIOPajKeHNe MoYeK,
cy0gedpuanTeT — MO3BOJINJIO 3aM0103PUTH 00J1e3Hb MomkoBuna. OnepaTuBHoOe onpe/eienne HU3KOI0 YPOBHS
METAJUIONPOTEHHA3bl W BbIAIBJIEHHE WHTUOMTOPHBIX aHTHUTEa NMpoTuB ADAMATS13 noarBepanan auarxos.
IMaumenTKke cCBOEBpeMEHHO HAYATO NMATOTHOMOHHMYHOE JieYeHUe: NepeIMBaHNe CBeKe3aMOPOKEHHOH MJIa3Mbl,
WHIUBUIYATHHO 0100paHHOM B3BeCH OTMBITBIX IPUTPOLUTOB, npuMeHeHHe NpenapaTroB
[JTIOKOKOPTHKOMIHOTO Psi/ia, aHTHKOATY/ISIHTOB. OTMedasicsl MoJI0KUTeILHbIIi MOHUTOPHHT COCTOSIHUSI KPOBH:
MOBBICHJIOCH KOJIMY€CTBO TPOMOOLMTOB, CHU3W/ICA YPOBEHb PETHKYJIONUTOB, YJIYYIIWINCH peajornyecKue
CBOIiCTBAa KPOBH. B cBfI3M ¢ Ts:KecThIO 3200/1€eBaHNA MALMEHTKE MPOBEIEHO 6 Mpoueayp mia3Moo0MeHa, TAaKKe
OHAa moJyuywiaa 6 wundysuii purykcumada. IlanueHTKa BbIIMCaHA HAa amMO0yJaTopHoe [0/IeYMBaHUe B
YIOBJIETBOPUTEILHOM COCTOSIHMM, C MOJHBIM PerpeccoM KJIMHHUYECKOil KapTuHbl 0oJie3nu. Haxomurcs mon
HaO/I0/1IeHueM reMatosiora. Peryisipuasi moaiepKuBaomiasi Tepanusi HUKJIOCIOPMHOM MO03BOJIsIET KEHUINHE

HMeTh 0e3pennIMBHOE TeueHne 3a001eBaHusl.

KiroueBbie cioBa: 6one3Hp MOMmKOBHUIA, TPOMOOTHYECKass TPOMOOLMTONCHHYECKass IMypIypa, IUIa3MOOOMEH,
PUTYKCHMAO.

A CLINICAL CASE OF TIMELY DIAGNOSIS AND SUCCESSFUL TREATMENT OF A
PATIENT WITH DISEASE MOSCOVICI
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The paper reports on the results of diagnosis, monitoring of the patient and the course of a rare aggressive
disease: disease Moscovici. Thrombotic thrombocytopenic purpura is a severe, difficult to diagnose, rare disease.
The article tells about the initial signs of the disease, when the difficulty was to differentiate the diagnosis. The
presence of pentad: progressive thrombocytopenia, microangiopathic hemolytic anemia, neurological and mental
disorders in the form of progressive encephalopathy with the development of delirium, kidney damage,
subfebrilitet, this allowed us to suspect the disease Moscovici. Rapid detection of low metalloproteinase levels and
detection of inhibitory antibodies against ADAMATS13 confirmed the diagnosis. The patient was promptly
started pathognomonic treatment: transfusion of freshly frozen plasma, individually selected suspensions of
washed red blood cells, glucocorticoid preparations, anticoagulants. There was a positive monitoring of the blood
condition: the number of platelets increased, the level of reticulocytes decreased, and the blood's rheological
properties improved. Due to the severity of the disease, the patient underwent 6 plasma exchange procedures,
and she also received 6 infusions of Rituximab. The patient was discharged for outpatient treatment in a
satisfactory condition, with complete regression of the clinical picture of the disease. It is under the supervision
of a hematologist. Regular maintenance therapy with Cyclosporine allows the patient to have a relapse-free
course of the disease.

Keywords: disease Moscovici, thrombotic thrombocytopenic purpura, plasma exchange, Rituximab.



TpomboTudeckas TpomoOonuTornenndeckas myprypa (TTII, Oone3nr MomkoBuma) —
TSDKEJI0€, CIOKHOE B JIMarHOCTHYECKOM IUIaHe, penkoe 3aboneBanue. Yacrora TTII exeromno B
EBporie cocraBnsier ot 1,5 mo 6,0 cinydaeB Ha 1 MIIJTHOH U B OCHOBHOM 3aTparuBaeT MOJIOABIX U
3JI0POBBIX B3POCIBIX JIOICH B Bo3pacTe B cpeaHeM 40 neT, mpu 3ToM OONBIIMHCTBO 3a00IeBaHHMIA
OBLTM BIEPBBIC JAUATHOCTUPOBAHHBIMH ciydasMu. COOTHOIIEHHE BIIEPBHIE HArHOCTHPYEMBIX
CJIy4aeB K PEUUIUBUPYIONIEMY BapUAHTy HAXOAUTCA MpUMEPHO B cooTHomeHuu 2:1 [1]. CBenenuii
0 yacTtoTe 3aboneBanusi B Poccun Her. B nmrepaType BCTpedaroTCsl TONBKO €IWHUYHBIE CIydau
omucaHus 3Toro 3aboneBanus [2], B TOM 4uclie JaHHBIe HaOmoneHui 3a 6epemennbiMu ¢ TTII u
HOBOPOJKJICHHBIMU B IIEAMATPUUECKOM MpaKTUke [3, 4].

Omnucanbl ciiydan passutust TTII B pasnuunom Bo3pacTte, yarie 3a00JieBaHUE HAOIIOIAeTCs
y JKEHILHUH [5].

B mocnenHue necsaTuieTHs yCTaHOBJICHO, YTO B ocHOBe matoreHe3a TTII nexut gedunut
MetamtonporenHassl ADAMTS-13 (rnaBHbIM 00pa3oM BbI3BaHHBIM aKTUBHOCTHIO QHTUTEN K aHTH-
ADAMTS-13) [6], koTopbIit paciiemusieT MyabTuMep (hakTopa Bunmnebpanna, a 3Ha4uT, MPUBOIUT
K 00pa3oBaHUIO TPOMOOIIUTAPHBIX TPOMOOB B MUKPOCOCY/IaX OONBIIMHCTBA BHYTPEHHUX OPTaHOB.
B ocHOBHOM mnoOpaxaroTcsi TOJIOBHOM MO3r, MOuYkH, cepaue u Jyerkue. Hopma ADAMTS-13:
aktuBHOCTh 50-178%, BenmuuumHa »TOro mokasarens MeHee 5% cnenuduuna st TTIL
Bpoxnennsiit TTIT o6ycnosien mytanusimu B rene ADAMTS-13, B To Bpemst kKak MpuoOpeTeHHBII
TTII oOycnoBiieH BeIpaboTKOM ayToanTutena npotuB ADAMTS-13. B o6oux cinydasx cyIiecTByeT
cepbe3nblii qedpuut ADAMTS-13. Onnako Hanmune ADAMTS-13 akTUBHOCTH HE HCKIIOYAET
TTII. [umarnoctuyeckue kputepun TTII oOcHOBaHBI Ha KIMHUYECKHX OCOOEHHOCTSIX
HEBPOJIOTUYECKON M TOYEeYHON AMCHYHKIMHM HApsy C aHEMHEH W TPOMOOIMTONCHHEH, HU3KOU
ADAMTS-13 akTUBHOCTHIO ¥ HATMYUEM HEOOBIYHO OOJBIIOro mokazarens (akTopa BunneOpanna.

3aboneBaHue MPOTEKAET OCTPO, KpailHe arpecCMBHO, MOXKET BO3HUKATh Mocie MH(]EKInH,
MMMYHH3AIUM U Tpu OEpEMEHHOCTH, IMOCJE TPAHCIUTAHTAIMM KOCTHOTO MO3Ta, B _
CHCTEMHBIM  BACKYTHTOM M  HEKOTOPHIMH JIEKApCTBEHHBIMH CpEXCTBAMHM. |lsnccrnir 1t
unuonarndeckue ciyyad TTII.

HaGmonancss Oomnbmioii pa3dpoc B TskecTd BpokiaeHHoro TTII: ot HeoHnatanpbHOU
CMEPTHOCTH 10 O€300I€3HCHHBIX HWHTEPBAIOB B HECKONBKO JeT. OCTpble SMU30/AbI Jiedar
MH(]Y3USIMU TI71a3MBbl KPOBH, IPUMEPHO MOJIOBUHA BCEX MAIIMEHTOB UCTIHITHIBAIOT YACTHIE MUA30/IbI U
TpeOyOT mnpodunakTHdeckux HWHPY3UH, dYTOObI HU30ek)aTh TMOBPEKACHHUS OpraHoB. Puck
BO3HUKHOBEHUS SITN30/10B HanboJjee BHICOK Y HOBOPOXKACHHBIX, BO BpeMsi OEpEMEHHOCTH U B CBSI3U
¢ uHpekmusmu. [Ipu OTCYTCTBUU aJAEKBATHOTO, OMEPATHBHO HA3HAYEHHOTO JIeYCHHs (B TMEPBBIC
4achl BOSHUKHOBEHHSI) JIeTaTbHOCTh cocTaBiisieT 90—100% [5].

B xmmauke TTII cymecTByIOT XapakTepHBIC MPOSBICHUS: TsOKETIas TPOMOOIMTOIICHUS,



CBSI3aHHAsl C YCWJICHHBIM MOTPEOJICHUEM TPOMOOIIMTOB, TEMOPPArHYECKH CHHAPOM; HEMMMYyHHAsI
TeMOJINTUYECKAass aHEeMHUs C OTpHIATeNIbHOM TipsiMoit  mpoboit  KymOca, mHCTOIUTO30M,
NOBbIIIEHUEeM Jaktaraeruaporenassl (JIZII); HeBposornyeckue HapylIeHHs: TOJIOBHbIE OO0JH,
NICUXUUYECKHUE HAapYLIEHMs], HAPYILIEHUE CO3HAHMS BIUIOTH 10 KOMBI, CYJIOPOTH; MOPAKEHUE MOYEK:
MUKpOTreMaTypusi, MPOTEUHYpHUs, IOBBIIIEHUE KpEaTUHUHA, IWIMHAPYpPUS, OCTpas IO4YeqHas
HEJ0CTaTOYHOCTh, He(dpoTHMUeckuil cuHApoM, juxopajnka. Ho chenuduueckue KiIMHHYECKHE
CUMIITOMBI 00J1e3HH MOIIKOBHIIA OTCYTCTBYIOT, STUM OOBSACHSETCS CI0KHOCTb TUAarHOCTUKU 3TOTO
3a0oseBanus [S].

enp nccnenoBanus: 1aTh ONMMCAHUE YPE3BBIYANHO PEAKOM, C OTPULATEIIBHON KIMHUYECKON
KapTUHON OoJie3HM MOIIKOBHIIA, MPOTEKAIOIICH ¢ HEM30eKHO (aTaabHBIM HCXOJOM BCJICIACTBHE
CTepTOM KapTUHBl Hayajna 3a00JeBaHUS U TPYJHOW CBOEBPEMEHHOH JMAarHOCTUKH H
COOTBETCTBEHHO 3aro3JaJIoro Hed(PPEeKTHUBHOTO JieueHUs. B ciydae OBICTpOHl OUArHOCTUKU H
CBOEBPEMEHHO HA3HAYEHHOTO JICUYCHHS UCXOJ OOJIE3HN MOXKET OBITh OJIarONpHUATHBIM.

Martepuan u MeTOAbI HCCICAOBAHUS

[TprBOAMM KIMHUYECKHH Cilydail AMArHOCTUKU U YCIEIIHOTO JeUeHHUs 00JIbHOM ¢ 60JIe3HbI0
Momikosuua.

bonbuas I', 1974 r.p. (44 roma). C 22.04.2018 mo 27.04.2018 rr. Haxogwiach Ha
o0ceJoBaHUY | JICYCHUH B HEBPOJIOTHYECKOM OTaeneHur KpaeBoil kimmHndeckoi 6oapHUIIBI No |
(KKB1), xyna Opl1a joctaBiieHa OpUraioil CKOpoi OMOIIH C TPAH3UTOPHON UIEMUYECKON aTaKou
B OacceifHe cpemHeil Mo3roBoil aprepun ot 22.04.2018 r. ¢ remurumepectesueil cnesa. [lpu
o0clleZIOBaHUHM B TeMOrpaMMe HOPMOXPOMHAsi aHEMHMs: TeMOTJIO0MH 78 T/1, 3pUTpOoIUTH 2,53 X
10'% /n, TpomGouutsr 29,0 x 10° /1. B MuenorpaMme: HOpMOOGIACTHYECKUI THI KPOBETBOPEHHS €
HEOOJIBIIMM KOJIMYECTBOM MErajo0y1acTOB, SpUTPOUIHBIA POCTOK pacIIMpeH. MerakapuouuTsl B
Mazke 18 nHa 100 B mone 3penus. ['panynoumrtapHblii — cykeH. OCMOTpeHa IeMaTOJIOTOM.
3aki04YeHre: TaHHBIX 32 OHKOTreMaTosiorndeckoe 3abosieBanue Het. [lanneHTka Obla BhIMKCaHa €
MOJIOKUTEIBHONW TUHAMHUKOI: HEBPOJIOrMUECKasi CUMITOMATHKa perpeccupoBaia. PexkoMeH10BaHO
00paTUThCs K reMaToJIory 1o MecTy KUTenbCcTBa. [lanuenTka amOyiaTopHO Nodydaina BUTaMuH Biz
B TepaneBThueckoi noze. 9.05.2018 r. xeHummHa HOBb JocTaBieHa B npueMHbll nokoil KKb c
MOJIO3PEHUEM Ha OCTpOe HapylieHHe Mo3roBoro kpooobOpamenus (OHMK), Ho auarnos OHMK
ObLT CHAT, onpezaeneHa comaroopMHas NUC(YHKINS BEreTaTUBHOM HEPBHOM cucTeMbl. boibHas
OTIIPaBJICHA Ha aMOYJIATOPHOE JICUCHHUE.

17.05.2018 1. B cBsI3U C yXyIUIEHUEM COCTOSHMS: HapaCTAHHE AHEMHUYECKOTO CHUHAPOMA,
noBbIlIeHUe Temnepatypbl 1o 37,6°C, HapacTtaHue TPOMOOIMTONEHUH O€3 TeMOpparnyecKoro
cuHapoMa — OonpHasi Oblma HampaBieHa B TeparneBtuueckoe otaenenne KMKDB Ne 7 mns

J000CIICIOBAHMS U JICUCHUS C JUATHO30M: AHEMUS CPETHEH TSHKECTH, TPOMOOITUTOTICHHUS.



[Ipy mocTymuieHMM B CTalMoOHap B TEMOTpPaMME OMNPEICNSUTMCh: TeMoriioOouH 86 1/,
sputpormtsl 2,53 x 102 /1, Tpombonuter 24,0 x 10° /n, neixormtsr 5,33 x 10° /1, MaKkpoIMTO3,
noiikmnonuTo3. Kpome toro, B remorpaMMe peTHKYJIOLMTO3 10 154 mpomuiie, paceHEHHBIN Kak
PETUKYJIOLUTAPHBIN Kpu3 Ha (hOHE JieueHus: BUTAaMHHOM Bi2. B nanmpHeiiem B aHann3ax KpOBH:
remornobun 70-57-51-95 r/n, spurpouuts 2,06-1,67-1,41-2,84 x 10'? /1, peTuxyIomUTH B
npeaenax 160-250 mpomwiie, €IMHWYHBIE MHU30MMUTHI, TpoMOomuThl 12—11-5-42,0 x 10° /m,
neikouutsl 5,33-5,03-5,04—7,75-5,47 x 10° /n, COD 22-25-56 Mm/uac.

B OnoxumuueckoM aHanuse KpoBU oTMedaercs: peskoe noseimenue JIAIT 1075 en/a (Hopma
no 247 en/m). buoxummueckue ToOKazaTend oOMEHa jKene3a, IMEYeHOYHBbIE TpOoObI M JIpyrue
MOKAa3aTeNH, B TOM Ynciie MO4YeBUHA (5,6 MMOB/iT) U kpeaTnHHH (91 MKMOJIB/T) B TIpeIesiax HOPMEI.
ITokazarenn remocrasa TakKe B IIPEJEIax HOPMBIL.

[Tpo6s1 Kym6Oca npsiMast 1 HenpsiMasi OTpULIATeNIbHBIC (TPHIKIDI).

Ananussl kpoBu Ha BUY, RW otpunarensheie, antutena k Bupycy remarura B u C He
BBISIBJICHBI.

OO6muit ananu3z mouu: ya. sec 1006, 6emox 0,62 , rioko3a OTp., AMUT. MIOCK. — 2—3 B TOJIe
3peHust, IeHKOUUTHI 3—5 B MOJI€ 3peHus1, OKcanaTel++, sputporutsl 10—12 B nmomne 3peHusl.

B wMwuenorpamme: KOCTHOMO3IOBOM ITOKa3aTeslb KJIETOYHBIM. THII KpOBETBOpPEHUS
IIPEUMYIIECTBEHHO HOPMOOIACTUUECKUI ¢ HEOOJIBIINM MPOLIEHTOM Merano0nactoB. bemblit pocTok
yraereH. KpacHblif pocTok pazapaxeH, HopMoOiacToB 64%, meranobnactoB 9%. Egunuunbie 2-
sIepHble HOpMOOIacThl. MeTacTa3bl He OOHAPYKEHBI.

I'pynna kposu 0(I) D orpunar., C orpunar., ¢ nojaoxurt, E oTpunar., € noaoxur.

Ha ®I'C: 3po3uBHBIN aHTpaIbHBIN TACTPUT.

KT romoBHoro mo3ra: npu3Haku BHyTPUUEPEITHON TUIIEPTEH3UU.

MPT rosnoBHoro mosra: MP kaptuHa BapuaHTa pa3BUTHsS WHTPAKPAHUAIBHBIX apTEpUi
TOJIOBHOTO MO3ra — 3aMKHYThIM BUJUIM3UEB KpyT. [ MnomIasus npaBoi N03BOHOYHOM apTEepHUH.

OKT 6e3 marosoruu.

[TaneHTy B TepameBTUYECKOM OTAEIEHHUU MPOJODKEHO ObLIO JiedeHue BUTaMUHOM Bi2 mo
1000 mxr B cyrtku. IlapamiensHo mo MHOBOAY NPEXOIAIIEH HEBPOJIOTMYECKONW CHMIITOMATHKU
(TpaH3UTOpPHBIE OHEMEHHS KOHEYHOCTEW, MEPUOJNYECKOE CHI)KEHHE CIIyXa, ITaHWYECKUE aTaKH)
HalOo1anach HEBPOJIOIOM, JUArHOCTHMPOBAaH CUMITOMAaTHYECKUII HEBPO3 C COMAaTO(pOpPMHOM
TUC(HYHKITHEH.

Hecmotps Ha npoBoAMMOE JIedeHHE BUTAMUHOM B2, COCTOSIHUE HE yiIydIlanoch, HapacTalIu
anemus (remorsiooun 51 r/n, spurpouutsl 1,41 x 10'? /i), TpomGouuter 5,0 x 10° /n, yBenuummncs
perukynonuro3 1o 250 npommute. [Ipo6sr KymOca npsiMasi, HenpsiMasi IIOBTOPHO OTpPHUIATEIbHEIE.

[Teuenounsie mpoOsl B HOpMe. 3Hauenue JIJII' ocrtaBamochk pe3ko moBbimeHHBIM (1970 en/m).



[IpoBeneno nMmyHodeHotunuueckoe uccienopanve Ha [THIT — maHHBIX 3a mapoKCU3MaIbHYIO
HOYHYI0 T€MOTJIOOMHYPHIO HE HallIeHO.

Kpowme Toro, Bce 3T0 Bpems 60oapHast Obliia o1 HabI0JeHHeM reMaTosora.

[TpoBoaunace muddepeHnranpHas AUATHOCTHKA MEXIy CHHIPOMOM OBaHca—dwuiepa
(ayTomMMyHHasi TPOMOOIIMUTOTIEHUSI B COYETAaHHH C ayTOMMMYHHOW T€MOJUTHYECKOW aHEeMHeH) u
TaKOW PEIKON TMAaTOJIOTHEH, Kak TpoMOOTHUecKass TPOMOOIMTONCHUYECKass Mmyprypa (0oJe3Hb
MormikoBu1a).

B cBs3u ¢ HapacTaromeil NCMXOHEBPOJIOTHUECKOW CUMIITOMATUKON (IeMMpHii) OCMOTpeHa
ncuxuarpom: opranuueckoil marosorun I[HC ne BbisiBieHO. 5.06.2018 1. B CBSI3U C KIMHHUKO-
reMaTOJIOTHYECKUM  yXYAIICHHEM: HapacTallle aHeMHeld W TPOMOOIIMTOIICHHEH, a Takke
HapacTamell MCUXOHEBPOJIOTHYEeCKOH CHUMITOMATUKONW — TMAallMeHTKa Oblla TepeBelieHa B
peaHMMaIOHHOE OT/IETICHHE.

Hamnune MEHTA/Ibl: Mporpeccupyromas TPOMOOIUTONICHUS, MAT A
(MukpoaHTHONIaTUYeCKasi (HEMMMYyHHAas) TEMOJUTHYECKAs AaHEMUs), HEBPOJOTHYECKHE W
TICUXWYECKUE HapyIIeHUs B BHUAE MPOTpECCUpYIONIe sHIedanonaTuu ¢ pa3BUTHEM ACTUPHS,
MOpakeHUE TOYEK (TMPOTEHHYPHUS, SPUTPOLUTYpHsi), CcyOdHeOpMIUTET MO3BONMIO 3aroA03pHUTh
TPOMOOTHYECKYIO TPOMOOITUTONIECHUIECKYIO Imypirypy (0osie3ap Momikoswuia) [5].

st monrBepxaeHus: 6one3nn Momkosuia 08.06.2018 1. mia3ma KpoBU MalMEHTKH ObLIa
HampaBiieHa B MockBy s ompeneneHus depmenta ADAMATS 13 (MmeTtaymonpoTenHasbl),
aKTUBHOCTh KOTOPOH OKa3anach HU3KOW W cocTaBuia 5%, Takxke ObUIM BBISIBJICHBI HHTHOUTOPHBIE
antutena npotuB ADAMATSI3 ¢ akrtuBHocThio 8 enunuil bere3asl [4, 6]. DTu aHanu3bI
MO3BOJIMJIM TIOATBEPIUTH AMarHo3: TpomOoTuueckass TpomOonuTOoneHn4eckas mypmypa (0oyie3Hb
MomkoBuIIa) TSKEION CTEICHHU.

B cBf3M ¢ HEBO3MOXHOCTBIO MpoBeneHus IMiazmMoodmena B ycnoBusix KMKB No 7
MalyeHTke ObII0 HAuyaTo TepeliuBaHhe CBEXXE3aMOPOKEHHOM Iiasmbl mo 1,5-2,5 1 B CyTKH B
TedeHue 6 aHeH, pekcameTa3oH 40 Mr B CyTKH B BEHY KalleJbHO, C LENbI0 KyITMPOBAaHUS TITyOOKOU
QHEMHUHM OJIHOKPATHO TMEPeNIUThl OTMBITbIE HHIAUBUAYAJIbHO TOAOOPAHHBIE APUTPOLIUTHL,
MPOBOJIMUJIACH AHTUKOAryJsHTHas Tepanus. COCTOSHHE TMAUUEHTKH HECKOIbKO YIYYIINJIOCh:
YMEHBIIWJICS aHEeMHUYECKUN CHHJIIPOM, TeMIlepaTypa HOPMaIM30Balach, HECKOJbKO YBEIHUUIIOCH
YHCJIO TPOMOOILMTOB, CHU3WICA PETUKYJIOLUTO3, YIyUIIUIUCh NoKa3zaTenu remocraza (D aumepsl
CHU3WINCH B 3,5 paza). Ho cocTosiHrE 0cTaBaioCh TSKEIBIM, HApACTAIH SIBJICHUS dHIE(DATOTATHH C
TICUXOHEBPOJOTUYECKOW CUMITOMATUKOM (MMaHUYECKUE aTaKH, JEIUPHiL).

Jlis nmanpHEWIed Tepanmuu W TPOBEACHHS IUIa3MOOOMEHA MalMeHTKa IepeBelieHa B
KpaeByto knuHnueckyro 6onpHuiyy Ne 1.

B OPUT KpaeBoii kIMHUYECKON OOJIBHMIIBI MarMeHTKa Haxomwnach ¢ 14.06.2018 r. mo



29.06.2018 r. Ilpm TOCTYIUICHWH COCTOSIHHUE OOJIBHOW TsKenoe, OOyCIOBIEHO BBIPAa)KEHHBIM
CHHJIPOMOM MHTOKCHKAIMM C TposBIeHHEM »HHuedantonatuu, nenupus. B remorpamme:
remorno6un 91 r/n, Tp 26,0 x 10° /n, musouuts eaurnanste, JIJIT 618 ex/n.

3a Bpems HaxoxaeHus B KKBbl Obuio BeIMOMHEHO 3 mpoleAyphl IIa3MOoOOMEHa.
[Iponenypsr mpoBommMch Ha amnmapare «Mynstaduiastpar». I'emopunstp PLASMAFLUX PSu
2S.

[TonkaroueHue 3KCTPAKOPIOPATbHOTO KOHTYpa 4epe3 JBYXIIPOCBETHBIM BBICOKOMOTOYHBIHM
KaTeTep, yCTaHoBJIeHHbIN B V.J.I.D.

Ckopocts moToka kpoBu 100 mi/muH. CkopocTh Tutazmo3amerneHus 15 mu/muH. O0beM
miazmo3zamenienus 3000 wmi.  AHTukoaryissius renapuHoBass bomtoc remapuna 2000 en.
[Ipoanennas antukoarynsuus renapuaom MmuauMmyM 1000 en/gac, makcumyM 1500 exn/dac.

Kpome Toro, manuenTtke mnpoBeneHsl 3 uHQY3uM putykcumadba mo 700 mMr B CyTKH,
3aMECTHUTENIbHAS Tepanus SPUTPOLMUTAPHON B3BEChIO No 1, TIIFOKOKOPTHKOCTEPOWAHASA TEepanus
JekcaMeTazoHoM 40 MT B CyTKH €KETHEBHO.

ITocne BbimMcku 60abHAA aMOYJIaTOPHO MOTy4Yajia TEPANUI0 METareKCaHoM 25 MT B CYTKH.

08.07.2018 r. manmMeHTKa BHOBb TMpexbsBHIIA KaloObl Ha pe3Kylo ci1adocCTh,
rOJIOBOKpY>KeHUE. bonbHas BbI3Bajla MalIMHY CKOPON MEIMLIMHCKON OMOIIM U Obljla OCTaBJICHA B
npueMHoe otaeneHre KpaeBoil kimHHYecKor OonbHMIBI Ne 1, rocmuTanu3upoBaHa B OTACIICHHE
reMarojiorud. Haxonunace B OTHEIEHNU 25 THEN.

[pu nocrymienuu B KKB1 B ananuse kposu reMornodun 137 r/m, sputpouutst 4,41 x 1012
/n, petukyaouuTsl 2,22% (Hopma 10 1,2%), Tpombonuts! 143,0 x 10° /1, neiikoruter 6,84 x 10° /1,
COD 72 mwm/gac, JIAI' 302 en/m, ocranbHBIE MOKAa3aTeNd B HpeesiaX HOPMBI, B aHAJIM3E MOYHU
nerkas nporennypust — 0,086 r/i1. [TokazaTenu remocTasa B HOpMe.

bonbHas Takke OblJa OCMOTPEHAa THMHEKOJOroM, ObUT JMarHOCTUPOBaH T'HOMHBIN
ByJIbBOBaruHUT. Haznaueno nedenue: tab. merponunasoin mo 0,25 3 pasza B 1eHb BHYTpb 7 IHEH,
caHalusl BOIHBIM pacTBOpoM xJjioprekcuanna 20%, cBeun rekCukoH (xjoprekcuanHoseie) Ne 10 Bo
BJIarajviie 2 pa3a B JICHb.

3a Bpems HaxoxaeHus B KKb1 BHOBb ObuTH BBINONHEHB! 3 IpoLeaypsl M1a3MooOMeHa, 3
uHpy3un putrykcumaba mo 700 Mr B CyTKH, MpPOBEACHA TIJIIOKOKOPTHKOCTEPOMIHAS Teparmus
npenHn3010H0M 90—-60 Mr B cyTKU. 3aMeCTUTENbHAs TEpaIns HE MPOBOINIACD.

B 1uHamMKe COCTOSHME 3HAUUTENBHO YIy4IIWIOCh, C€Ia00OCTh HE3HA4YMTENbHas,
HEBPOJIOTUYECKOM CHUMITOMATHKM HET, TemIeparypa Tena B HopMe. SIBieHUs BOCHaJeHUs
CJIM3UCTOM TOJIOBBIX OPraHOB NMPAKTUYECKU KyTMPOBaHBI.

B nepudepuueckoii kposu remornoous 139 r/n, spurpouutst 4,59 x 10'% /1, TpoMGOIMTEI

163.0 x 10° /n, neiixomuts 7,87 x 10° /1, mm3ormTsl He BoisBaeHSL, JIJAT 297 en/n, B aHAIM3€ MOYH



0€eJI0OK OTCYTCTBYET.

[Ipu BBIMHUCKE MAIIMEHTKE PEKOMEHAO0BaH npueM nukiocrnopura 200 Mr/cyTku.

C wmons 2018 r. Hayato seyeHue UMKIOCTIOPUHOM 200 Mr B CYTKHM € HOCIEAYIOIINM
cHkeHreM 10361 10 100 mMr B cytku. B HacTtosmiee Bpemsi 6onbHas HaOIOAaeTcsl y remMaroiiora
amOynaropHo. [Ipu nepuoandeckoM HaOMIOEHUU TPEABSBISIET KaloObl HA YMEPEHHYIO OOIIYIO
c1aboCTh, TOJIOBOKPYKEHHUS. B KOHTPOJBHBIX aHaidM3aX KpPOBH OTMEUYAlOTCd HOpPMalbHbIE
nokaszaTenu: TeMornooun 129 r/n, spurpouutst 5,0 x 102 /1, peruxynouutst 1,0%, neiikouutst 4,6
x 10° /n, pomGomute 269,0 x 10° /n, neiikouurapnas gopmyna B Hopme, COD 20 mm/yac, JIJIT,
MOYEBHHA, KPEATWHUH, TMEYECHOYHbIE MPOObI B OMOXMMHUYECKOM aHAJM3€ KPOBH HAXOISITCS B
HOpPMaJbHOM HMHTEpBAJeE.

3akmrouenne. TpomboTHueckas TpoMOonUTONIEHNYecKass mypiypa (6one3Hb MoIIKOBHIA)
— penkoe, TSHKEJIOoe, CIIOKHOE B JIMArHOCTUYECKOM IulaHe 3aboneBanue. Crneunpuyeckue
KIIMHUYECKUE CHMIITOMBI 0O0JIe3HHM MOIIKOBHIIA OTCYTCTBYIOT, 3TUM OOBSCHSCTCS CIOXKHOCTh
nuarHoctuku. [IpoTekaer 3a0osieBaHME OCTPO M KpailHE arpeccMBHO. be3 CcBOEBpeMEHHO
Ha3HA4Y€HHOro0 JieYeHusi JeTalbHOCTh cocTaBisieT 90—100%. Yame auarHo3 BBICTABISIETCS Ha
aytorncud. IIpencraBieHHbll KIMHAYECKUM ClIydal MTOATBEPKIAET CIOKHOCTh JUArHOCTUKU 3TOrO
3a00JIeBaHMsA, a TaK)K€ IIOKa3blBae€T, 4TO Ojarojapsi paHHEH [MarHOCTUKE M CBOEBPEMEHHO
Ha3HAaYE€HHOMY JIEYEHHIO B BHJI€ MACCHUBHOTO IEPEIMBAHUS CBEXKE3aMOPOKEHHOM Mmia3Mbl 1o 1,5—
2,5 1 B CyTKM B Te€ueHHE 6 JHEH, TIIIOKOKOPTUKOCTEPOUIHOM TEpanuu yAajdoCh YIYUIIUTh
COCTOSTHME OONIbHOM, YTO Aali0 BO3MOXHOCTH JJIsi AalbHEHIIEro JeYeHHUs MAIlMeHTKH KypcamMu
wia3mMooOMeHa (6 KypcoB), putTykcumabom (6 wuHQy3uil), UYTO TNPHUBENO NPAKTUYECKH K
BBI3JIOPOBIICHUIO MaMeHTKHU. [loaaepkuBaromiast Tepanus UKJIOCIOpUHOM B 103¢ 100 Mr B cyTKu
C TEUCHHE TOJa OKa3bIBaeT OJAroNpHUsATHOE BO3ACHCTBHE M, OOJiee BEPOATHO, OOYCIIOBIWBACT

6e3pCI_[I/I)II/IBHOC TCYCHHUEC 3TOT'0 I'PO3HOTO 3a0071eBaHus.
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