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TPOMBOTUYECKAS MUKPOAHIMOMNATUS (TMA) NMPEACTABIAET COBON KIIMHUKO-MOP®OJIOTMYECKUIA CUHAPOM, B OCHOBE KOTOPOIO JIEXUT
SHOOTENUANIBHAA OUCOYHKUNA COCYAOB MUKPOLUPKYJIATOPHOIO PYCJIA C UX BOCNAJIEHUEM, PASBUTUEM B HUX TEHEPAJIM3OBAHHbLIX TPOMBO-
30B, B UTOTE MPUBOAALLMX K OPFAHHOW HELOCTATOYHOCTU. CUCTEMHASA KPACHASA BOJTYAHKA ABMNAETCA OOHUM U3 ®AKTOPOB PUCKA PA3BUTUA
KOMIMIEMEHT-OMOCPELOBAHHON TMA, B T.4. Y MALUMEHTOB C BOTYAHOYHbLIM HE®PUTOM, MPU KOTOPOM YACTOTA YACTUYHOIO MJIU MOJIHOIO
BOCCTAHOBJ/IEHWUA MOYEYHOWM ®YHKLMMW COCTABIIAET BCErO NULLbL 449, YTO YKA3BIBAET HA HEOBXOOMMOCTb MOUCKA AJIbTEPHATUBHbBIX MOL-

X0OOB K TEPATMUHU.

KNUHUYECKUI CNYYAR. B OAHHOM KIIMHUYECKOM HABMIOOEHUMU MPEAOCTABIEH OMbIT YCMELWHOIO NPUMEHEHUA UHTUMBUTOPA CUCTEMbI KOM-
MIEMEHTA 3KYJIU3YMABA B JIEYHEHUM ACCOLIMMPOBAHHOW C BONTYAHOYHBLIM HE®PUTOM KOMMJIEMEHT-OMOCPEAOBAHHON TMA, PEOPAKTEPHOW K
MIA3SMOOBMEHY, MTIOKOKOPTUKOCTEPOMIAM U MPOBEAEHHOW PAHEE UMMYHOMOLYJIUPYIOLLEW TEPAMUMU.
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BACKGROUND. THROMBOTIC MICROANGIOPATHY (TMA) IS A CLINICAL AND MORPHOLOGICAL SYNDROME, WHICH IS CHARACTERIZED BY
ENDOTHELIAL DYSFUNCTION OF THE VESSELS OF THE MICROVASCULATURE WITH THEIR INFLAMMATION, THE DEVELOPMENT OF GENERALIZED
THROMBOSIS, RESULTING IN ORGAN FAILURE. SYSTEMIC LUPUS ERYTHEMATOSUS IS ONE OF THE RISK FACTORS FOR THE DEVELOPMENT OF
COMPLEMENT-MEDIATED TMA, INCLUDING IN PATIENTS WITH LUPUS NEPHRITIS. THE RATE OF PARTIAL OR COMPLETE RECOVERY OF RENAL
FUNCTION IN LUPUSNEPHRITIS IS ONLY 449, INDICATING THE NEED TO LOOK FOR ALTERNATIVE APPROACHES TO THERAPY.

DESCRIPTION OF THE CLINICAL CASE. THIS CLINICAL CASE REPRESENTS THE EXPERIENCE OF SUCCESSFUL USE OF THE COMPLEMENT SYSTEM
INHIBITOR ECULIZUMAB IN THE TREATMENT OF COMPLEMENT-MEDIATED TMA ASSOCIATED WITH LUPUS NEPHRITIS, REFRACTORY TO PLASMA
EXCHANGE, GLUCOCORTICOSTEROIDS, AND PREVIOUS IMMUNOMODULATORY THERAPY.
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Tpombotrueckast Mukpoanruonarus (TMA) npencrapisieT coooi
KIIMHUKO-MOP(hOIOTUIECKII CHHIPOM, B OCHOBE KOTOPOTO JIEXKUT
SHIOTEeMAbHAS TUCHYHKLMS COCYIOB MUKPOIMPKYJISITOPHOTO
pyciia ¢ UX BOCMaJeHUEeM, Pa3BUTHUEM B HUX TeHEPaTU30BaHHBIX
TpOMOO30B, B UTOre IPUBOISAIINX K OPTAHHOM HEAOCTAaTOUHOCTH [1].

OnHoit 13 MaTo(hU3NOJIOTUYECKUX OCHOB pa3Butusi TMA sBis-
eTcsl U30BITOUHAS AKTUBALMS AJIbTEPHATUBHOTO ITyTH KOMIUIEMEHTA
¢ hopMUpoOBaHKEM MEMOpaHOATaAKYIOIIUX KOMILJIEKCOB, IPUBOISI-
IIUX K OCMOTUYECKOMY JIN3UCY COOCTBEHHBIX KJIETOK OpraHU3Ma
yTeM 00pa30BaHMsI B €€ CTEHKE TpaHCMeMOpaHHOTO KaHama [2].

KNMMHUYECKASA HED®POJIOMUA Ne 2 — 2023
CLINICAL NEPHROLOGYA Ne 2 — 2023

Cucremnas kpacHas Bomdanka (CKB) mpencrasinsier co60ii ayronm-
MYHHOe 3a00JIeBaH1e HEM3BECTHOM 3THOJIOTUH, XapaKTepU3YIOILeecst
THIIEPIIPOIYKITMEi OpraHOCTIEIIM(MUIECKIX ayTOAHTHTEN K Pa3IMIHBIM
KOMIIOHEHTaM KJIETOUHOTO siipa ¢ pa3BUTUEM UMMYHOBOCTIAIUTE b~
HOTO TIOBPEXKACHMsI TKaHe! M BHYTPEHHUX OPraHoB. 3a60/1eBaeMOCTb
CKB koneonercs ot 4 no 250 ciyyaes Ha 100 ThIC. HaceaeHUS, TIpU
3TOM XEHIIWHBI cTpanatoT B 8—10 pa3 varie MyxxdnH. CMepTHOCTh
npu CKB B 3 pasa Bblllie, 4eM B MTOMYJISLIMN.

Bomuanounsiii Hedput (BH) — omHO M3 caMbIX 4acThIX
KJIMHUYECKUX U Tpo3Hbix mposiBieHuit CKB, mpuBoasmux
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K WHBaJIUAU3ALUU TMAalUEHTOB (OCOOEHHO TMpU MPOTpeccu-
pPOBAaHUU OO TEPMUHAJBbHOM TMOYEYHOM HETOCTATOYHOCTU) U
HECYIIUX 3HAYUTEJbHOE SKOHOMMYECKOEe OpeMs IJIsl CUCTEMBbI
31paBOOXPAaHEHMS B 1IEJIOM BBUIY HEOOXOIMMOCTH TTOXM3HEH-
HOTO MPOBEICHUS MallMeHTaM JaHHOM I'PYIIIbl 3aMECTUTEIbHOM
no4yeyHou Tepanuu |3, 4].

C yyeToM proOpeTalolieil XpOHUUECKUIA XapaKTep aKTUBALIMK
CHCTEeMbI KOMILJIEMEHTA ¢ (DYHKIIMOHAIbHBIM HapyllIeHueM pabo-
THI peryasiTopHbix 6enkoB CKB siBisiercst ogHuM 13 (hakTopoB
puCKa pa3BUTHsI KOMILIEMEHT-0MOCPEI0BaHHON TPOMOOTHUYECKOM
MUKpoaHTromnatuu (puc. 1) ¢ yactoToii Bctpeyaemoctu 10 20% B
noarpymie nauueHToB ¢ BH, mpu koTopoM yacTora 4aCTUYHOTO
WJIM TIOJIHOTO BOCCTAHOBJICHUS MOYEYHO (PYHKIMK COCTABIISIET
Bcero nulib 44%, 4TO yKasbiBaeT Ha HEOOXOAMMOCTb MOMCKa
aJbTEepPHATUBHBIX TOAXOIOB K Tepanuu IalMeHTOB NaHHOM
rpynmsl |5, 6].

ITockonbKy KIMHUYECKME U J1abopaTOpHbIE IPOSIBICHUS
KoMmIuieMeHT-onmocpenoBanHoit TMA (KO-TMA), cBsi3aHHOM
¢ BH, He oTInuuMBbI OT TAKOBO# MPU aTUITMYHOM '€ MOJUTHUKO-
ypemuuyeckoM cuHapome (al'YC), mpuMeHeHMe TIpernapaToB U3
IPYIIbl UHTMOUTOPOB KOMITOHeHTa KoMIuieMeHTa C5 (aKyiu3-
yMa0) y JaHHOW TPkl HAlMEHTOB SIBUIOCH BIIOJHE TOTUYHBIM
pe3ybTaToM MoucKa MaToreHeTUYeCKU 000CHOBAHHOM Tepanuu
BH, ocobenHo B cnyvasix pedppakrepHoctu BH x npoBoaumoit
Teparvu C HENpepbIBHBIM IMPOrpecCUMpOBaHUEM TOYEYHOTO
noBpexaeHus [7, 8].

B xone KIMHUYeCKMX UCCAeI0BaHUI MTpenapaTa Diu3apusi Oblia
nokasaHa ero 3 ¢GeKTUBHOCTD M TIOATBEPXKIeHA OMOoaHAIOTHY -
HOCTb OpPUTHMHAJIbHOMY 3KyJIu3yMady [9—11]. Takxe HakorieH
onbIT 3(hdHEeKTUBHOrO MpPUMEHEHUs TpernapaTa MalUeHTaMU
pasnuuHbIX Kateropuii c al'YC [12—14]. Bmecte ¢ Tem B Poccun
nMeeTcsl OrpaHWYEHHOE YHWCJIO IyOJIMKAlMid, TOCBSIIEHHBIX
npuMeHeHuo sKyau3ymada mpu TMA y 6onbHbix CKB [15].

B naHHOM COOCTBEHHOM KJIMHUYECKOM HAOIIONEHUU HATJISII -
HO TIPENICTaBJIeH OIMBIT YCIIEUIHOTO MPUMEHEHUsT UHTUOUTOpa
KOMILJIEMEHTa dKyJau3ymada (Dnu3apusi) B JeUeHUU acCOLUU-
poBanHoit ¢ BH KO-TMA, pedpakTepHOil K IJ1a3MOOOMEHY,
IIOKOKOPTUKOCTEPOUIAM U MPOBEACHHOM paHee MMMYHOMO-
IyJIUpPYIOLIEel TepanuH.

KNMMHUYECKHWUM CITYHYAM

IMaumentka M. 21 roma rocnmuTaJiM3upoBaHa B OTHAEJIEHUE
peaHuMauuu U uHTeHcuBHoil Tepanuu KB Ne 52 nepeBonom
u3 ®I'bHY HUUP um. B.A. HacoHOBOIi B CBSI3U C TIporpec-
CHPOBaHMEM XPOHUYECKOI OOJIE3HU MOYeK, PA3BUTUEM OCTPOTO
MOYEYHOTO MOBPEXACHUS U SIBICHUSIMUA TUTIEPTUAPATALIY, YTO
MoTpe6oBajIo MPOBEIEHUSI CEAHCOB 3aMeCTUTEIbHOM MTOYEYHOM
tepanuu (3I1T).

M3 aHamMHe3a: MepBble CUMIITOMBI OSIBUIKCH JieToM 2016 T.
B Bume Ooieit 6onu B cycraBax. [Ipu mabGopaTopHOM 0OCIe-
JMIOBAaHUM OTMedYajiach aHEeMMSI TSKeJION cTerneHu (reMorio-
O6uH — 87 r/n), NOBBILICHHBbIN YpoBeHb C-peakKTUBHOTO Oesika
(CPB) — 38 r/xa, neiikonenust mo 3,0¥10°/1. TTaumeHTKe GBLI
BBICTABJICH NUArHO3 «I0OBEHWJIbHBIM apTPUT», HAYaTO JIeYCHUE
MO MeCTy XHUTeJbCTBa IpernapatamMu Haiiz, CynbdacanazvH,
Nuxknodenak, Akreddeprn 6e3 3Haunmoro 3¢ dekra. B HosTOpe
2016 r. manueHTKa 6bl1a rocnutanusuposata B ®T'bBHY HUMUP
uM. B.A. HacoHOBOI1 B CBSI3M C yXyaIIIEHUEM COCTOSIHUS, TIPOSI-
BMBILIETOCS B BUJIE TOSIBIIEHUST CyOheOpuinTeTa, ycuaeHus 6oeit
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B cyctaBax. [Ipu oO6cienoBaHnu ObUTH BBISIBIEHBI MOBBIILIEHHBIE
TUTPBI aHTUTEN K aByuenodyeyHoit JHK (6oxee 200 EI/n),
aHTUHYKJIeapHbIil pakTop (AH®D) (1/640 h), B cBsI3U ¢ 4eM ObLI
YCTaHOBJICH IMAarHO3 «CHUCTEMHast KpacHasl BOJIYaHKa», IpoBeeHa
MMyJIbC-TepaIusl METUINPEIHU30JI0OHOM B cCyMMapHoit n1o3e 750
MT C TIOCJIEIYIOIIMM HavyajloM IepopaibHOro npueMa MeTtunpeaa
B no3e 16 mr/cyt. u [1naksenwna 200 Mr/cyT.

B teuenue 4 et (¢ 2016 1o 2020 r.) mManMeHTKa 32 MEIMIIMHCKON
MOMOIIbIO He oOpaianack. B urone 2020 r. B ¢BSI3M ¢ HapacTa-
HMEM OTEKOB JIMIa U HMDKHUX KOHEYHOCTe! OHA Obljia MOBTOPHO
rocrmurtanusuposaHa B ®I'bBHY HUUP um. B.A. HacoHoBoii.
[1pu 1abopaTopHOM OOCIIEIOBAaHNY COXPaHSIACh BICOKASI UMMY-
Hojiornyeckast aktTuBHocTh CKB, conmpoBoknaBIasicsi BLICOKUM
tutpoMm aHtuten K JHK (6onee 200 EO/n), AH® (1/2560 h),
MOJIOKUTENIbHOM TIpsiMoit Tipoboit Kymb6ca (++++). [To naHHBIM
OMOXMMMYECKOTO aHAJIM3a KPOBH, OTMEYAJIOCh ITOBBILIIEHUE YPOBHSI
KpeatuHuHa 10 130 MKMOJIb/J1 ¥ MOYEBHHBI 110 18 MMoib/i1. B ob1iem
aHaJIu3e MOYM BIEpBbie OblLIa 3aperucTpUpPOBaHA MPOTEHHYPUSI
1o 1 v/n, spurpouutypust no 180 xi/Mxi. C ydeTom MmoTydeHHbIX
JMAHHBIX Y MAaIlMEHTKN TUAarHOCTUPOBAH BOJYAHOUHBIN TJIOMEpY-
JIoHePUT U MPOBEICHA MyJIbC-TEPANMSI METUINPETHU30JIOHOM B
cymMmapHoii g1o3e 1500 mr. B Hosiope 2020 1. ¢ y4eTOM TSKEI0To
MOpaXkeHUsT MoYeK MHUILIMMPOBaHa aHTHU-B-KieTouHast Tepanust
putykcumaboM B mo3e 1000 mr. [Jasee B CBSI3U C SMUAEMHUOJIO-
IrMYecKoil 0OCTAaHOBKOM MallMeHTKa y Bpaueil He Habsomaach.
B ampene 2022 r. npu ouyepeaHOM OOC/I€IOBaHUM 3apPETUCTPU-
pOBaHO HapacTaHWe ITOKa3aTeyieil a3oreMuu (KpeaTuHWHa 323
MKMOJTb/JI, MOYEBUHBI 24,4 MMOJIb/JT), yBeJIMYEeHHE OOBEeMa
CYTOUYHOIA MPOTEUHYPUU 10 4 T/J1, B CBSI3U C YEM B PaMKax JICUECHUsI
000CTpeHUs Jomyc-HedpuTa 103a NPUHUMAEMOTO TIepOpabHO
METWITIPETHU30JI0HA OblTa yBenmueHa 1o 48 mr/cyt. B utone 2022 .
B CBS3M C TIPOTPECCUPOBAHUEM TOYEYHON HEIOCTATOYHOCTH,
BBIPaXXEHHBIM HapacTaHWeM IoKa3aTesieil a30TeMUM (MOYEBUHBI
37 MMOJIb/JT, KpeaTUHUHA 646 MKMOJIb/JT), Pa3BUTUEM MHGMEKIINN
MOYEBBIBOISIIUX TTyTel (Jefikorutypuu no 500 Ki1/MKJ1) maru-
eHTKa ObUTa MOBTOpHO rocrmuranusupoBana B ®TBHY HUUP
M. B.A. HacoHoBoii, rae mo XW3HEHHBIM MOKa3aHUsIM ObuLla
yHunuuponaHa 3I1T. B cBsi3u ¢ HEOOXOAUMOCTBIO TPOIOKEHUS
3I1T nanmenrtka 6ni1a repeseneHa B [BY3 I'KB No 52 B otnesnenue
HedposIornuecKoil peaHuMaLu.

IIpu moctymienuu B OPUT B 1ab6opaTOpHBIX JaHHBIX BBISBICH
pso UBMEeHeHUH (maba. 1).

C ydeToM BBISIBIeHHOW BBICOKO akTuBHOCTH CKB
(mo SLEDAI-17) 3anjaHMpoBaHO YCUJIEHHME IMaTOreHeTuye-
CKOI Tepanuu nyteM BBeneHust putykcumada 1000 mr, ogHako
B CBSI3U C MPOSIBJICHUSIMU aKTUBHOTO CUCTEMHOIO BOCIAJICHUSI
Ha ¢doHe MHMEKIMM MOYEBBHIBOASLIMX IyTei ero BBeAcHUE
ObLIIO OTJIOXEHO M0 pa3pelleHus] BOCMAIUTEIbHOIO Mpoliecca
M MHULIMMPOBaHA aHTUMUKPOOHAsT Tepamusi.

Ha 3-u cyTku npeObiBaHMsI 00JbHOI B CTallMOHAPE B YCIOBUSIX
OPMUT c uenbio BeprdUKaLUU CTEIIEHN TTOYEYHOTO ITOBPEKICHUS
BBITTOJTHEHa Guoricus mouku. [IpoBegeHa okpacka GUOMTATOB C
HCTOJIb30BaHNEM TeMaTOKCUIMH-303uHa, LI K-peakiuu, Tpux-
pom o MaccoHy. B npenaparax 1jisi CBeTOBOI MUKPOCKOTIMU 1
MMMYHOMII00OpECLIEHIIMM CyMMapHO ObLUIO OMpeaeIeHO AeBATh
KJIyOOYKOB, TPM M3 KOTOPBIX OBLTH MOJHOCTHIO CKJIEPO3UpPOBa-
Hbl. Ele B Tpex KirybouyKax ompenessuiuch KpyIHBbIE YYacTKU
CEerMeHTapHOIO CKJIepo3a KaMWUISAPHBIX METeIb C OCTATOYHOM
SHIOKAMWUISIPHOM TMITEPKIETOYHOCTBIO M 00pa30BaHUEM IPYyObIX
cpalleHMi ¢ Karcynoi boymeHa B T.4. MO TUIY CETMEHTapHBIX
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Gubpo3HOTO U (PUOPO3HO-KIETOUHOI'O MONYJIYHUIA B ABYX U3
Hux. OcrtaBiivecs KiIy0O4YKM OBLIM HEMHOTO YBEJIUYECHBI B
pa3Mmepax, oTMeyajach Me3aHTHajbHash U SHIOKAMMWJLISpHAs
TUIepKIeTouHOCTh. [Ipu okpacke mo MaccoHy omnpenessiiuch
oTnebHble (DYKCMHOMUIbHbIE AEMO3UTHl B ME3aHTMM M Ha
neprudeprun KanwUIsIpHbIX METeNb, B T.4. 110 TUIY «TMaJIMHOBBIX
TpoMOOB» B OITHOM KJIyOOUKe.

CTeHKM KanuJUISIPHBIX TETeJb ObUIM YTOJIIEHBI U TIPEUMY-
IIECTBEHHO OMHOKOHTYpHBbIe. Juddy3Ho-ouaroseiii hpubpos
MHTepCTULIMS U aTpodus KaHaiblieB 3aHMMaiu okosno 50%

TABJIMUA 1. JIABOPATOPHbIE MOKA3ATEJIA NMPU
MOCTYMNEHUKN B OPUT

TTapameTpbl INoka3zaTenu
I'emoriobun 81 r/n
TpoMGOLMTEL 124*10°/n
JleitkomThI 14*10°/n
Jar 443 E/n
Kpeatnnun 496 MKMOIb/TT
MoueBrHa 28 MMOJB/ 1T
OO6mit GeIoK 54,6 r/n
AnbOyMuH 329r/n
AJIT 6,6 Ell/n
ACT 16,5 EN/n
TomornucrenH 50 MKMOJIb/JT
ITpokaabIIUTOHUH 1,08 Hr/mi
CPB 37,6 Mr/a

OO61mit xonecTepuH 8,11 MMonb/n

Na+ 119 MMonb/n
K+ 5,1 MMosnb/n
C3 54 Mr/mn
C4 15 Mr/mn
IgA 69 Mr/nn
1gG 372 mr/nn
IgM 28 mr/mn

AMA-2-TT0JIOXUTENIbHBIC,

AT K siiepHbIM aHTUTEHAM .
ep RiboP-nonoxurenbHbie

benok 2,57 t/n
DPUTPOLIUTHI 156 xi1/MKIT
JleikomThI 26 KJI/MKJI

Bakrepun 2463 Ki1/MKIT
Ilpumeuanue. JUIT  —  aakmamoeeudpocenaza,  AJT  —

ananunamurompaucpepaza, ACT — acnapmamamurnompancehepasa, 1Ig —
ummyHoenooyaun, AT — aumumena.
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Mo4yeyHoi mnapeHxuMbl. OTMmeuanach nudGy3HO-0YaroBas
MHOUIBTpALUsT MHTEPCTUIIMSI MOHOHYKJIeapaMu B 30HaxX (pubposa
0e3 saABJIIeHUI TyOyuTa.

CoxpaHHbIe KaHaJIbIIBI ObLTM TUTIEpTpOhUpoBaHbl. UMenach
OJIHA YaCTUYHO Cpe3aHHasl apTepusi CpeaHero/Majioro Kajiu-
Opa ¢ paclIMpeHMeM CYO3HIOTEIMalbHOIO IMPOCTPAHCTBA U
dopmupyomumMmcs ¢udbpozom mHTUMEL. [IpocBeT apTepmon
OB CyXeH 3a cyeT HaOyxaHWs SHIOTEJIMaJbHBIX KJIETOK,
pacliupeHust CyO3HIOTENIMANIbHOTO MPOCTPAHCTBA, MYKOMI-
HOTO HaOyXxaHUsI U cKJiepo3a UHTUMBI (puc. 2). Tlo npaHHBIM
nMMyHodyopecueHnuuu: IgG — Me3aHruii u nepudepus
KaMMWUISIPHBIX TeTelb rpaHyiasipHo ++, cocyabl+, IgA — TO
xe, yto IgG+, IgM — 1o ke, uto IgG+, C3 — TO Xe, 4yTO
IgG+++ cocynbi+, Clq — 10 Xe, uto IgG+cocynpi+, Kanma —
HeT, JIaMOma — HeT.

TakuM 06pa3oM, 1Mo pesysibTaTaM OMOTICMY BBISIBJICHBI TIPU-
3HakKu TUddy3HOro npoaudepaTuBHOTO U CKJIESPO3UPYIOIIETO
rJIoMepyJioHepuTa ¢ dJIeMEHTaMU TPOMOOTUUYECKO MUKPOaH-
ruonatuu. Mopdoaornueckass KapTuHa cooTBeTcTBoBasia BH
(IV knacc) Al-7 CI-10. M3meHeHMs1 cocynoB Majloro Kaiauopa,
BEpOSITHO, ObLIU TNposiBieHneM ADC-HedponaTtuu 1udO BOJI-
YaHOYHOW BacKyJIOTIaTUU.

[NpuHuMast BO BHUMaHKe NaHHbIe OUOTICUM, TSKECTh TOUYEYHO-
TO TIOpaXXeHUsI, TPUHSITO pellieHne 00 yCWIEeHUN TTaTOTeHETUYeC-
KOW Tepanuu HayuMHasi ¢ 7-X CYTOK HaXOXIEHUsl B CTallMOHA-
pe, MpOBeIeHO 7 CeaHCOB BBICOKOOOBEMHOTO MIa3Mo00OMeHa
C IIyJIbC-Tepalmeil MeTWIIpeTIHU30JI0HOM (125 Mr mo Hadaia
nporenypsl, 250 MT mocyie poBeAeHUs MPOIEAYPHI), C OTHO-
KpaTHBIM BBeaeHMeM llukiodochamuma 400 Mr, BBeaeHUEM
MMMYHOTJIOOYJIMHA YeJI0OBEYEeCKOTO C 1eJIbI0 KOPPEeKIIMU UMEB-
1IEr0 MECTO BTOPUYHOTO UMMYHOIedUIUTA.

Hecmotpst Ha TpoBeIeHHYIO MHTEHCUBHYIO TEPAITHIO, Y MAIMeHTKA
3a BpeMs1 HaxoxneHus B ycioBusix OPUT coxpaHsiiach MOTpeOHOCTD
B npoBeaeHuu ceancoB 31T, B Mexxnuanu3Hbli Meproa oopaliaio Ha
ce0s1 BHUMaHKe 3HAUNTEeIbHOE HapacTaHue MoKa3artesieil a30TeMUH,
COXpPaHsLJIACh OJIUTYPHSI, OTMEYATIOCHh HapacTaHWE KIIMHUIECKUX TTPU-
3HAKOB rMIepruIpaTalu. ApTepuaibHasi TUIIePTeH3Us JOCTUTaIa
210/160 MM pT.CT., TPYIHO KOHTPOJIMPOBAIAch U TpeOOBaja MPOBeIe-
HUST HeTPEePBIBHOM MapeHTepabHO aHTUTUIIEPTEH3UBHOM Tepanuu
Ha (poHEe MaKCUMAJTBHBIX 103 KOMOMHUPOBAaHHOM MOJIMKOMITOHEHT-
HOI1 IepopajibHOM aHTUTUTIEPTEH3UBHOM Tepanuu. Yepes 2 Henenu
I10CJIe OKOHYAHUsI MPOLIEAYP MJ1a3MO0OMEHa MO JaHHBIM 9HI0CKO-
MMYECKOT0 UCCIISI0BAHMS U3 HUXKHUX OTAEIOB TOHKOTO KUIIIEYHUKA
Pa3BWIOCH XKeJTYTOYHO-KUIIIEUHOE KPOBOTEUEHUE, IIOTPpeOOBaBIIIce
MHOTOKPaTHBIX 3aMECTUTENIBHBIX TeMOTpaHC(Y3HMil pas3IMIHBIX
cpen (DB®, KTA, cexeszamopoxeHHoi mmia3Mbl — C3I1) Ha
(hoHe coxpaHMBILIMXCST aHEMUH, TPOMOOLIMTONIEHUHU. [1J1st KOHTPOJIS
MHGEKLIMOHHOTO MpOoLiecca MOYEBBIBOISIIMX MTyTel MPOBOAMUIIACH
CMEeHa aHTHOAKTepUaIbHOM Tepanuu. TakKe C yIeTOM BbISIBJICHUSI
aktiBHOIi LIMB (umMTOMeranoBupyc)-uHGEKINU UCIIOIb30BaICS
TaHLIMKJIOBUD.

Hns ouenku akTuBHocT CKB 1 anekBaTHOCTH ITPOBEACHHOMK
Teparnuy MOBTOPHO OTPEACIISIIN YPOBEHb aHTUTEN K ABYXCITH -
panbHoit JIHK, pesyabraT KOTOpOro ObLI OTpULATEIbHBIN
(50 ME/mi), coxpaHsiiach TMITOKOMIUIEMEHTEMUSI C YPOBHEM
KOMITOHEHTOB KoMruieMeHTa C3 — 62 mr/mn u C4 — 10 mr/m.

Ha 26-e cyTKM HaxOXIEHUs B CTallMOHAPE OTMEYEHO Pa3BU-
THE BTOPOTO 3IMM30/1a XKeJyI0UYHO-KUIIIEUHOTO KPOBOTEUEHMS,
MoTpe6oBaBIlero MPOBeAeHUS ONTePATUBHOTO BMEIIATEILCTBA B
o0beMe JIanapoCKONMUUecKoil anneHIdKTOMuUu (puc. 3).
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Puc. 1. Knaccndpumkauuna TMA
TMA

TTM, TTYC ,
aryc
«<MeTabonuyeckuin»
ryc, ArKE-ryc

aryc

Ilo pe3ynbTaTam MoJlyYeHHON OGUOTICUM YAAJIIEHHOTO aIlMeH-
JNMKca ObLIM BBISIBJICHBI MPU3HAKU MPOAYKTUBHOTO BaCKYJIUTa
C MUKPOTPOMOO3aMU B CTEHKE (puc. 4).

C y4yeToM nporpeccupyionieil maHUUTONMEeHUN BBIMOJIHSIACH
cTepHajbHasl TMYHKLUSI C LEJbl0 MCKIIOYEHUS reModaroum-
TapHOTO CUHIPOMA, BUPYCHOIO MOPakeHUs KOCTHOTO MO3ra.
Hcxonst M3 MOJyYeHHBIX AaHHBIX MUENOTpaMMbl (maba. 2),
reMorpaMMbl, YPOBHSI IUIa3MEHHOTO (heppuTHHA, NAHHBIX 3a
remModarolMTapHblii CUHAPOM He TMOJIyY€HO, MPU OTUHAMUYE-
CKOI1 OIIeHKE MoJIMMepa3Hoii lienHoi peakuuu K IIMB nonyuen
OTPUIIATEILHBIN Pe3yJIbTarT.

CHUXXEHME ToKasaTejeil KpOBHU, BEPOSITHO, MUMEJO TpaH-
3UTOPHBIN XapakTep U CIYXUJIO CJIEACTBUEM COUYETAHUS MUE-
JIOTOKCHYEeCKUX (akTopoB (IMpuUMeHeHue LuKiIodochamuaa,

A 2. IAHHBIE MUEJTOTPAMMbI

ITapameTpsbl

Tokasarenu (%)

BractHbie kieTKu

Muenouutsl HeUTpoUIbHBIE
MeTtamMuenouuTbl HeUTPOhUIbHBIE
TTanoukosinepHble HEUTPODUIIBI
CerMeHTOSsIIepHbIe HEUTPODUITBI
CermeHTOsIAEpHbBIE 6a30(UIbI

Bce kieTku rpaHyI0LUTapHOrO psina
WMHpekc co3peBaHust HeHTpoduIoB
MoHouuTHI

JIumbouuTsl

TInazmatnyeckue KIeTKU
Hopmouutsl nonuxpomaroduibHbie
HopMouuTthl okcubuIbHbIe

Bce kneTku apuTpoiigHOrO pocTKa
MHnexc co3peBaHus 9pUTPOKAPHOLIUTOB

JIeiiKo-3puTpoGIacTUYECKOE OTHOLIICHUE

0,4 (N:0,7—1,3)
17,6 (N: 7,0—12,2)
6,8 (N: 8,0—15)
12 (N: 12,8-20,1)
4,8 (N: 17,9-26,1)
0,8 (N: 0-0,4)
44,8 (N: 57,1-66,5)
1,4 (N: 0,5-0,9)
0,4 (N: 0,7-3,1)
5,6 (N: 9,4—14,4)
1,6 (N: 0,1-0,8)
37,2 (N: 8,9-16,9)
6,4 (N: 0,8—5,6)
47,2 (N: 14,5-26,5)
0,9 (N: 0,8—0,9)
1,1 (N: 2,1-4,5)

52

KIMMHUYECKAA HEDPOJIOIUA Ne 2 — 2023
CLINICAL NEPHROLOGYA Ne 2 — 2023



raHIMKJIOBUpPA); MPOBEACHUE CTUMYJISLIMU MHUEI0M033a He
PEKOMEHIOBAHO.

Ha doHe mpoBoarMOit KOMILJIEKCHOM Teparuu, B T.4. B paMKax
yCuJIeHUsI TaToreHeTn4ecKoit Tepanuu (7 ceancoB TPE, nukito-
dochaMu) y malreHTKH ¢ BBICOKOI cTeneHblo aktTuBHOoCcTH CKB
(SLEDAI-2K=31 6a1) coxpaHsUIUCh CAeAYIOIINe KIMHUUECKUE
1 J1abopaTopHbIE TTPOOJIEMBI:

« CTOWKAasI, TPYAHO MOAJAIOINAasICs KOPPEKIUH apTepuaib-

Hasi TMIIEPTEH3UsI HAa MHOTOKOMIIOHEHTHOW Tepamuu B

HABJIIOLEHUE U3 MPAKTUKHU / KINDNEY DISEASES

MaKCHMaJbHO pa3pellieHHBbIX TO3MPOBKAxX, BKIIOYAIOIIast
B ce0s1 BHYTPMBEHHOE BBEIACHHME HATPUS HUTPOIPYC-
cuna;

+ PELUANBUPYIONINE KUIIIEYHbIE KPOBOTEYECHMSI U3 aTlTIEHANK-
ca, COJIMTAPHBIX SI3B TICYEHOYHOTO U3TM0A TOJICTOM KUIIKH,
3PO3UBHO-TEMOPPATUIECKOTO SHTEPOKOIINTA;

« 0CTPOE TIOYEYHOE MOBPEXKICHKE C TOTPEOHOCTHIO B IPOJIOT-
JKEHWUM TTPOBEICHUS TIPOLIEAYD 3aMECTUTEIbHOM MOYEeTHOM
Tepamnuu;

Puc. 3. Mpu3aHaku 3NM30A[a XenyAo4HO-KULIEYHOrO KPOBOTEeYeHUs!

YepeeoOpasHblit OTPOCTOK C HANMYMEM B NOACM3UCTOM Cloe
MENKOW apTepmm C KapTUHOV NPOAYKTUBHOIO BacKynuTa

B noacnnsmcTom cnoe nnasMoumtapHas MHbUbTpaums n
apTeproibl C NIa3MaTUYeCKnM NPOMNUTLIBAHUEM CTEHOK.
Okpacka reMaTokCumHOM 1 303umom x 100

0O6nuTepauma NpoceeTa ¢ HabyXLWNM SHOOTENNEM,
VHOUABTPaUMS CTEHKN KPYFIOKIETOYHbIMU
a5eMeHTamMu C iBJIeHUEeM cKiepo3a.
Okpacka reMaTokCUIMHOM 1 303UMom x400

TOT e puUCyHOK
Okpacka reMaToKCUINHOM 1 303UMOM Py
60s1bLLOM yBEMHeHnem x400
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Puc. 5. AMHamMuka ypoBHeii TPOMOGOLUTOB U reMorno6uHa Ha ¢poHe neyveHuns
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* COXPAHSIIONIASICS TUTIOKOATYJISIINS, OOYCIIOBJICHHAsI BOCHOBHOM ~ TpoMGortoB — 147*10°/1. Ha doHe mpoBoAMMOro JedeHUs y

CHMXEHUEM TUIOTHOCTHU CTYCTKa 3a CUET MEepPCUCTUPYIOIIei
TpoMOoLMTONIeHUH (IO JaHHBIM TpoMOosjacTtorpadum), He
MOAAAIONIEHCS KOPPEKIIMM 3aMECTUTEIbHBIMU TeMOTpPaHC-
dy3usamu;

* QaHEMMUSI TSKEJIOM CTENEeHU TSKECTH, TPeOYIolLast MPOBEACHUS

3aMeCTUTEIbHOM reMOTpaHChy3UK SPUTPOLIMTAPHBIX CPEI.

IMocne mpoBemeHMs KOHCWJIMYyMa IMPU HaJIWYMU UCKIIOYa-
OIIMX JAHHBIX 3a TPOMOOIIMTOIIEHWYECKYIO ITyprypy, Kara-
crpoduuecknii aHTUGHOCHONUIUAHBIN CUHAPOM U C YYETOM
KJIMHUKO-J1a00paTOPHOW KAapTUHBI 1O XM3HEHHBIM TMOKa3aHUSIM
1nocje TpeaBapuTeIbHOM MPOMUIAKTUIECKON UMMYHU3ALUU
MPOTMBOMEHUHITOKOKKOBOM BaKIIMHOW ObUI HayaT HavYaJIbHBIN
LMKJI Tepanuu 3KyausymaboMm B no3e 900 Mr B/B KamnejlbHO
1 pa3 B Hemenlo B TeueHUE IEPBLIX 4 Heledb C HaJbHEHIIUM
mepexonoM Ha ¢ady moamepxkuBaleil Tepanuu B 1o3e 1200 mr
KaJible 2 Helesu.

Yepes 4,5 Hemenu oT Havyajga Tepanuu MHruoutopom CS5 KoM-
MOHEHTAa KOMIUIEMEHTA 9KYJIM3yMaboM OTMevaaoCch MOCTeNEeHHOe
HapacTaHuWe M CTaOWIM3allMs YpOBHSI Kak TPOMOOIIMTOB, TakK W
reMorjo0MHa ¢ MpeKpalleHneM TOCTOSIHHBIX reMoTpaHcdy3uii
(puc. 5). KnuHnvecku 3a 310 BpeMsi OTMEUYAJIOCh HapacTaHUe TeMIIa
nuype3a 10 300—350 mu/cyT. [Tocie moayd4eHHOTO MOJ0KUTEIbHOTO
acddexTa py CTalMOHAPHOM JICUSHUU MalMeHTKa BhIMKCaHA Ha
aMOYJTaTOPHBIN 3TaIl ¢ MOCASAYIONIMM BBeIEHUEM dKyau3ymaba B
no3e 1200 mr kaxnasle 2 Heneau. [locie BBIMUCKY € yIETOM OJIUTO-
aHypUM TIPU KOHIEHTpAllMM KpeaTMHWHA B IJ1a3Me KPOBU OKOJIO
300—350 mkmonb/n mpu HeboJbIIONH Macce Tena (okoio 49 kr
CYXOro Beca), a TaKKe COXpaHSIOIIUXCS MeprudepruuecKnx oTeKax
MalMeHTKe TPOIOJIKEHBI CEaHChI TeMOIMalIN3a B MTHTEPMUTTUPYIO-
1eM PeXHMe Ha MaHXXETOYHOM LIEHTPaJIbHOM BEHO3HOM KaTeTepe
aMmOynatopHo. [Tpu 1aboparopHOM 00C/IeT0BAaHUM B OOIIIEM aHAJIN3e
KPOBM OTMEUaJId CTaOMIM3AIIMI0 YPOBHSA TemMoriaoouna — 105 r/m,
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MalMEeHTKN OTCYTCTBOBAIN PELUINBBI KULLIEYHOTO KPOBOTEUEHUS U
CTaOMIM3NPOBATIOCH apTePUATbHOE NaBJIeHEe Ha YPOBHE 3aaHHBIX
LIeJIEBBIX 3HAUCHUI.

OBCY>XIOEHUE

B nmaHHOM KJIMHWYECKOM CcCllydyae TPEACTaBICHO DPa3BUTHE
KO-TMA y nanuentku ¢ BH Bbicokoii cTerneHM aKTMBHOCTH
(IV tuna), moATBep>KIEHHON BBIMOJHEHHON BO BpPeMs rOCIMTa-
JU3auuU OMOTICHUEH U YaCTUYHBIM OTBETOM Ha MPOBOJUMYIO KOM-
OMHUPOBAHHYIO MATOTEHETUIECKYIO Tepanuio. BaxxHbIM acrieKToM
NAHHOTO KJIMHUYECKOTO CJIydast SIBUJIOCH TO, YTO y MAallMEHTKN Ha
(oHe MPOBOIUMOTO €if JIe4eHM S B YCIOBUSIX IPOBOAMMBIX CEAHCOB
BBICOKOOOBEMHOIO TEpaneBTUYECKOro IUIa3MOOOMEHA peLUIn-
BUPOBAJIO KM3HEYTPOXKAIOIIEE OCIOXHEHUE B BUAE MACCHBHOTO
KUILEYHOTO KPOBOTEUEHUS, COXPAHSITaCh IOTPEOHOCTH B MACCUBHOI
TpaHC(hY3MOHHOM Tepanmuu pa3IUYHBIX KOMIIOHEHTOB KPOBU Ha
(oHe coxpaHsIoLIeiicsi MUKPOAHTMOMATUYECKON TeMOTUTUYECKOI
aHEeMWUW U TPOMOOLIMTOTIEHUH, TIPU 3TOM UCTIONb30BaHUE 5 103 (B
HallleM cJiyJae) 3Kyau3ymaba MpuBesio K MOJTHOMY J1abopaTOpHO
MTOITBEPXKICHHOMY MPEKpallleHUIO FeMOJIN3a, CTAOMIN3aLuK YPOB-
HSI TPOMOOLIMTOB, YCTPAHEHUIO PELIMUBOB paHee BbISIBICHHOTO
nuddy3HOTO KUIIEYHOTO KPOBOTEUEHUSI.

3AKITIOYEHUE

B maHHOM KJIMHUYECKOM HaOIIOAEHUM MPOAEMOHCTPUPO-
BaHa BbICOKasl 3(GEeKTUBHOCTh M 0€30MacHOCTh IKYyIn3ymada
B sieueHUM B3pocioii mamueHTKH ¢ KO-TMA u CKB ¢ ped-
PaKTEepHOCTHIO K IJ1a3MOOOMEHY, IIIOKOKOPTUKOCTEPOUIaM U
MMMYHOMOIyIupylomeii Tepanuu. CienyeT NOg4epKHYTh, YTO
Ha (poHe BHICOKOI aKTUBHOCTH 3a00JIeBaHISI KOMIUIEMEHTOJIO-
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KUpylollasi Tepanusi Mo3Bojikjia B OTHOCUTEIbHO KOPOTKUE CPOKM  IaHHBIM BapuaHTOM ee JiedeHusl. [IpoBeneHue uccienoBaHui
NOOUTHCS KIMHUYECKU 3HAUMMOTO 3bdeKTa ¢ NOCTUXKEHUEM B 3TOM HAIpPaBIEHUU U MOJYYeHUE NOTOJHUTEIBHOTO OMbITA
CTOMKOM KJIMHUKO-JIab0paTOpHOM peMuccuu 3ab0IeBaHMS. KCTIOJIb30BaHMsI Mpernapara nalueHTaMu ¢ JaHHO rmaTojioruei

OueBUAHO, YTO MPUMEHEHWE TapreTHOU Tepaluy 3KYJIW3-  MOTYT JaTh JOTIOJHUTEIBHYIO MHDOPMAILIMIO O BOBMOXHOCTH 1
yma6om npu KO-TMA MoxXeT ObITh TATOTeHETUYECKM OIPaB-  YCIOBUSIX MPUMEHEHUs 3Kynauzymaba npu KO-TMA.
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