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OnuvcaH KIMHUYECKUIA Cy4Yan yCrieLHoro npuMeHeHus putykcumaba y na-
UneHTa C TSXXes1biM TedeHnem cuHapoma lNyanacqdepa. 6oabHov noctynun
B KJIMHUKY B KPaMHE TSXXE/IOM COCTOSIHUMN C SIBJIEHNSIMU BbIPaXXEHHOM fbl-
XaresibHOV 1 MoYEeYHOM HEAOCTAaTOYHOCTU, KOTOPbIE TPEOOBAa/IN MOCTOSIH-
HOWI pecrnvpaTtopHOV noaaepXxku v rnpoBeaeHvs remoananmnaa. [AuarHos
«cuHapom lNyanacyepa» 6bls1 ycTaHOB/IEH HA OCHOBaHWM M30JIMPOBaHHOMO
rnopaxkxeHusi 1erknx v rnoyYek ro Tury 6bICTPONPOrPEeCcCUpPYIoLLIero rnoMme-
pynoHegpuTa n reMmopparn4eckoro ajibBe0JINTa, BbICOKUX TUTPOB aHTU-
Tes1 kK 6a3asibHoOV MeMbpaHe rioMepyJIspHOro annapara (4Baxasl), OTCyT-
CTBUIST MOBBILLEHWS] TUTPOB APYINX aHTUTES, CrieLnM®OUYHbIX 4J151 CACTEMHbIX
3a060/1eBaHni COeANHUTESIbHOM TKaHW 1 CUCTEMHbIX BACKY/INTOB. [laLmeHTy
Obls1a NpoBeAeHa CUHXPOHHAS MyJibC-Teparus ¢ Nocae40BaTesibHbIM rpu-
MEeHEeHWeM KacKaaHOM rnaasmopuibTpaumm, unkiogdocoaHa v Metuinpes-
HU30Js10Ha 6e3 CcyLLIeCTBEHHOro yy4lueHusi. O6oCHOBaHWEeM [AJ151 TPUMEeHe -
HUs1 puTykcumaba rnipy cuHapome yanacyepa ssBuanCh AaHHbIe 1mTepa-
TYPbI, ONMUCaHNE KITMHUYECKNX CJTyH4aEB, a TakXe MoBbILLIEHNE Y NnaLmneHTa
ypoBHs1 CD 19+ 6os1iee Yyem BABOE, BbICOKUI yPOBEHb aHTUTES K 6a3asibHOu
MeMOpaHe riioMepysispHOro anmnaparta, aHeEMUYECKUKI CUHAPOM 1 TDOMOO-
LMTOMNEeHVs, a Takxke Hea(HEeKTUBHOCTbL rNpeabliayLLer UMMYHOCYNPeccuB-
Howi Tepanun. Tepanus pyutykcumabom bbiia nposegeHa B 4ose 1000 mr
ABaxkabl ¢ nepepbiBoM B 14 aHeri. OTMEYEHO CYLLIECTBEHHOE YJ1yyLLIEHNE
KJIMHNYE€CKOro COCTOSIHUSI 60JIbHOr0, BO30OHOBU/IaCh CrTIOCOBHOCTH K Cr10H-
TAHHOMY IbIXaHWIO, OTCYTCTBUE OAbILLIKV B [TOKOE U NPy PU3MYECKOV Harpy3-
Ke, OTCYTCTBME KPOBOXapKaHbsl, HOpMann3aLms rnokasarene Toomooum-
TOB U reMor106uHa, yny4diueHue KT-kapTyuHbI 1Erkux, @ Takke MoBTOPHbIN
aHasn3 KpoBM Ha aHTuTena Kk 6asasibHbiM MeMbpaHaM r/1oMepysIspHOro
annapara 3apukcupoBas ux oTcyTcTeue. Tepanus putykcumabom 6bina
rnpoBeneHa B nepBbivi MecsiL, OT MOMEHTAa YCTaHOBJIEHUS] ANarHo3a CUH-
apoma l'yanacydepa, 4To criocobCTBOBasIO COXPAHEHWIO XN3HU NaLneHTa
Y BOCCTA@HOBJ/IEHUIO QYHKLINM JIEMKUX.

B 1919 r. BO Bpems annaemMmn rpmnna aMepukaH-
CKUI Bpad 1 natopuaunonor SpHecT Yunbsam Nyanac-
yep (E.W. Goodpasture) onucan coyeTtaHue TSXeno-
ro NOPaXeHns nerkmx (reMmopparn4eckoro anbBeosn-
Ta) M BLICTPONPOrPECCUPYIOLLLETO rTOMepYoHedpuTa
y naumeHTa B Bo3pacTte 18 net [10]. Cnycta 39 ner,
B 1958 r., no npepnoxennio M. Stanton u J. Tange,
onucaBLLMX yXe 7 NoaobHbIX crydaeB, AaHHoe 3a60-
neBaHue 6b1/10 Ha3BaHO cUHAPOMOM 'yanacyepa. 970
CUCTEMHbIN KanUNNSpUT C NPENMYLLLECTBEHHbIM NMopa-
XEHNEM alibBEON NErkmx n 6asanbHbiX MeEMOPaH rnio-
MepPYNSPHOro annapara noyek no Tuny remopparmye-
CKUWX MHEBMOHUTA 1 rnomMmepynoHedputa [2]. OcobeH-
HOCTbIO STOr0 CMHAPOMA CYUTAKOT HaANMYNe aHTUTEN
K KOMMOHeHTam 6a3asibHo MeMbpaHbl afibBEOS U MNOo-
YeuHbIX KITy6o4KoB (aHTU-BMK-aHTuTen; anti-glomerular
basement membrane — anti-GBM), o6ycnoenugato-
LUMX MX OJHOBPEMeHHOoe nopaxeHuve [11]. B 1950-xro-
nax C.A. Krakower n S.A. Greenspon [15] ngeHTugpun-
uMpoBanu 6asanbHyto MeMbpaHy afibBEOJT U MOYEYHbIX

knyooykoB (GBM) kak aHTUreH. AytoaHTuUTena OTHO-
CHTCS, Kak npaswio, k nsotuny IgG, peagko — k IgA-
kappa [9]. AHTn-GBM-aHTuUTENa HanpaBfeHbl MPOTMB
HekonnareHoBoro (NC-1) nomeHa anbda-3 uenm Kon-
nareHa IV Tmna, KoTopblii B Hanbonee BbICOKOWN KOHLIEH-
Tpaumm HaxoamTcs B 6asasnbHbIX MeMOpPaHax NoYeYHbIX
M NIEroYHbIX KanuinspoBs. XoTa 6asasnbHble MeMbpaHbl
npeacTaBfieHbl BO MHOMMX CTRPYKTYpax OpraHmama, Kim-
HUYECKME NPU3HAKM MOpaxeHus npu cuHgpome Mya-
rnacyepa KkacatTcs Nerkux v novek. NpenmyiecTeeH-
HO€ BOBNIEYEHVE B MMYHOMNATOIOMMYECKUIA NMPOLECC
VIMEHHO aibBEOJIIPHON 1 FNOMEPYSIPHOM MeMbpaHbl
00OBbACHAETCS, C OOHOM CTOPOHbI, MaKCUMabHOW CTe-
NeHbio NpeacTaBaeHns B HUX anbda-3-uenen konnare-
Ha, C ApYyroi — HanbonbLUen CTPYKTYPHOW AOCTYMNHO-
CTbIO 19 PUKCaLMN LMPKYIVPYIOLLMX aHTuTen [7, 11].

HekoTopkle nccnegoBateny paclumpsioT MOHATUE
«cnHgpoma lNygnacyepa», No CyLeCTBy OTOXOECTBASA
€ro C NIero4HO-nO4Y€4YHbIM CMHOPOMOM, KOTOPbIN OT-
MeyatoT He TObKO Npu rmnepnpoaykunn aHtn-GBM-
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aHTuTen, Ho v npu AHUA (aHTuHenTpodunbHble Lm-
Tonnas3maTnyeckmne aHTMTena)-acCoLMmMpPOBaHHbIX CU-
CTeMHbIX BackynmTax, a Takxke npu TpoMO0TUYECKMX
MukpoaHrmuonaTtnsax n ABC (aucceMmnHMpoBaHHOE BHY-
TPUCOCYANCTOE CBePTbIBaHME)-cuHapome [8]. Pag He-
dposioroB 06LEAVHSAOT COYETAHUE LIMPKYIIMPYIOLLNX
aHTN-GBM-aHTuTEN, MOPaXeHWst MOYeEK U TErKnX B No-
HATME «B6one3Hb 'yanacyepa», a npy OTCYTCTBUN LMP-
KYMpYOLWMX aHTUTEN — B «cMHApomM N'yanacyepa» [1].
Tem He MeHee B maTepuanax MexayHapoaHom corna-
CUTENbHOM KOHMEPEHLMM N0 HOMEHKNATYPE BACKyIN-
ToB B Chapel Hill (2012) TepmuH «6oneadHb N'yanacue-
pa» He ynomMuHaeTcs BooOLe, a nog, cmHapomom Nya-
nacyepa (oTmMeyasi, 4TO STOT 3MNOHUM MCMOJIb30BAIN
B MPOLLIOM) MOHMUMAIOT KOMOVHMPOBAHHOE NopaXeHne
NEerkux n noyvek npu 6onesum aHTn-GBM-anHtuten [14].
MmeHHo nocnegHuii TepmuH — anti-GBM disease —
Y4aCTHUKM KOHCEHCYCA NOAAK0T B HOMEHKATYPE 1 CHM-
TalT NPennoYTUTENbHLIM KakK TakoW, YTO OXBaTbiBa-
€T CBsA3aHHbIe C ocaxaeHnem aHTn-GBM-aHtuten no-
BPEXAEHUSA NMOO0 rMOMEPYNSPHBIX Kanunnsapos, Nnbo
JIErOYHbIX Kanuanspos, 1Mbo 1 Toro, U Apyroro BMe-
cte. MNpn 3TOM aBTOPbI 0OTMEYAOT HETOYHOCTb Ha3BaHWISA
«anti-GBM disease», nockonbky aHTU-GBM-aHTutena
pearnpyoT He TOJIbKO C 6a3asibHo MeMbpaHOo NoYeuy-
HbIX KJTyBOYKOB, HO TaKkXxe 1 ¢ 6a3abHbiM1 MeMbpaHa-
MW anbBEOJIIPHbLIX KanusspoB, HO BCE Xe npeasara-
10T €ro COXPaHuTb, OTAABas AaHb COXMBLUENCS TEP-
MWHOJIOrMYECKOM TpaamLuum.

Cunppom Nyanacyepa asnsieTcs peakum 3abone-
BaHuem: 0,5-1 cnyyait Ha 1 mnH B rog. Nuk 3abone-
BAeMOCTM NpuxoamTca Ha Bo3pacT 0o 30 v ctape
60 neT, HeCKONbKO Yalle 6onetoT MyX4dnHbl. bes ceoe-
BPEMEHHOM AMarHOCTUKM U SledeHns 3abonesaHme Mo-
XEeT NMPUBECTU K MAaCCUBHOMY IEFrO4HOMY KPOBOTE-
YEHUID, OCTPOM MOYEYHOM HEQOCTATOYHOCTU U Aaxe
K cMmepTu [2, 11]. PaHee cuHapom Nyonacyepa cyu-
Tancsa cMepTenbHbIM 3aboneBaHmem [22], BHegpeHue
arpecCrBHOM MMMYHOCYNPECCUBHOM TEPANUn B CO4e-
TaHuu ¢ Nnasmadepe3om, NPUMEHEHNE XPOHNYECKO-
ro remoamann3sa noBbICUIV YPOBEHb FOANYHOW BbIXKM-
BaemMocTu o 86,9% [13], 5-netHen — po 80% [22].

Hanbonee yactoe KnnMHU4Yeckoe NPosiBIeHNE CUH-
npoma ll'yanacyepa — 6bICTPONPOrpecCUpyoLLINIA Fo-
MepynoHedpUT C BbICTPbLIM HEYKITOHHBIM CHUXEHUEM
NMoYeYHbIX PYHKUMIA BIIOTb 40 Pa3BUTUS TEPMUHATb-
HOW CTagun XPOHUYECKOWN NOYEYHON HeJOCTaTO4HO-
ctn (XMH), c remaTtypuern n npoTenHypmen pasHom
CTENEHU BbIPAXEHHOCTU (MPOTENHYPUIO HedpOoTHYe-
CKOro ypoBHS1 OTMedaloT peako). Mopdonormnyeckn
Npv CBETOBOM MUKPOCKOMNW BU3YanM3npyoT nosiBfe-
HUe «nonynyHuin» B 6onee 50% knyboukos, prnbpurHa
B MOYEBOM NPOCTPAHCTBE; YaCTO BbISIBASIOT Pa3pbIBbI
6as3anbHor MeMbpaHbl GOYMEHOBOW KarncyJibl U BbIXOZ,
KNETOK 1 GUOPUHA N3 «MONYNTYHNR» B OKPY>XKAKOLLIA UH-
TepcTuumin. NopaxeHue Nerkmux KIMHUYECKN NPOSABIIs-
eTcsl NMbo KpoBOXapkaHbeM, MO0 KPOBOTEHEHUAMMN,
KOTOpble Hanbosee HacTo 1 ONPeaensaoT NPOrHo3 3a-
6onesaHus. Mopdonormieckm U3MeHeHNs ON1CbIBAKOT
KaK HEKPOTU3UPYIOLLNI reMopparnyeckmin UHTEPCTU-
umManbHbI NYbMOHUT C OCTPLIMU O4aroBbIMU HEKPO-
3aMu anbBEONISIPHBIX CTEHOK U C BHYTPUaibBEONSP-
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HbIMM KPOBOU3ANAHUAMUN, GMOPO3NPOBAHMEM CENT,
rmnepTpodmren BeiICTUNAIOLWMX CENTbI KNETOK N Op-
raHM3aumein KpoBu B npenenax anbBeOoSIsiPHbIX NPO-
cTpaHcTB [1, 6].

AHanma rpynn 605bHbIX C cuHAPoMoM N'yanacyepa
C PA3INYHON CTEMEHBIO BbIPAXXEHHOCTN MOYEYHON HEQO-
CTaTO4YHOCTW NPOAEMOHCTPUPOBAIT, HTO YPOBEHb Kpea-
TUHNHA B CbIBOPOTKE KPOBW BhilLe 600 MKMONb/N, 0Nn-
roOaHypusl, paHHss NOTPeBHOCTL B Ananmse, OTCyTCTBUE
HOpMaJIbHBIX KIyBOo4YkoB B BUONTaTe U BbICOKUIA MPO-
LeHT «N0AYAYyHUIA», umpKynaumsa aHtuten Kk GBM onpe-
nensioT HebnaronpPUATHbIM NOYe4YHbIV NPorHo3 [16, 18].

Llenb 4aHHOroO KIMHWYECKOrO OTYeTa — onucaTb
n 06cyauTb cilyyai BbICTPONPOrpPeCcCUpYoLLEro no-
paxeHWs NoYek 1 Nerknx y naumeHtTa Monoaoro Bos-
pacTa C BbIIBIEHHbIMUW aHTUTENaMn K 6a3anbHON MeM-
OpaHe kny6o4koB (aHTM-GBM-aHTuTEN), yCneLwHo ne-
4YEHHOr o PUTYKCMMaBbOM.

MaymenT K., 1991 roga poxaeHus, xmutenb BuH-
HULKOM obnactu, noctynun B KnnHn4eckyio 60bHU-
uy «deodanua» N'Y[,28.07.2017 r. B KpaliHe TAXENOM
COCTOSIHNU, OOYCNOBAEHHOM AbIXaTeNbHOW HegoCcTa-
TOYHOCTbIO Ha poHe CcyOTOTaNIbHOrO NOPaXXeHUs ner-
KVX, aHYpMEn 1 OCTPON NOHEYHOM HEAOCTATOUYHOCTbIO.

M3 aHamMHe3a M3BeCTHO, 4TO B nepuog ¢ 22.06
no 29.06.2017 r. oTMe4anocb 3Ha4YUTENbHOE Nepe-
oXIaXaeHMe ¢ anM3040M 03H00a, B AaNbHELIEM MOo-
BbILLIEHWS TeMnepaTypbl Tena He 6b110. C 30.06.2017r.
6ecnokowun Kallesb; e4nsiCa CaMOCTOATENIbHO OTXap-
K1BaloLWLMMM npenapatamu. B aToT nepuog otmevan-
cs1 anm304, 310ynoTpebieHns CIMPTHBIMW HANUTKaMu
B TedeHue Hepenw. MpnbnuautensHo 17.07.2017 . no-
SIBUIOCb KPOBOXapKaHbe (HEMHTEHCMBHOE, OAMH Me-
BOK 6yporo ugeta). C aTumm cumntomMamu (kawesb
1 KpoBOXapkaHbe) obpaTuscs B LieHTpanbHyto paioH-
Hyt0 BONbHMLY, Fae Nocie NPOBeAeHNst peHTreHorpa-
dun opraHoB rpyaHoONM KNeTky OGbiia 3anogo3peHa no-
nmcerMeHTapHasi THEBMOHUS, Ha3HavYeHa aHTnbakTe-
pvanbHasa Tepanus. HecMoTpsa Ha NPUHATbIE MEpPbI,
COCTOsIHME BOMBHOro yxyaLanocb — HapacTana cna-
60CTb 1 0AplILLIKa, NOABMIOCL 6onee 06MIbHOE KPOBO-
XapKaHbe, PEHTIFEHOIOMNMYECKM PACLUMPSINCL FPaHMLbI
nopaxeHus Nero4Hon TkaHn. Yepes 3 aHs nocne Havana
aHTHbakTepuanbHOM Tepanuu NaumMeHT OTMEeTU anu-
30/, HOYHOW remMaTypun ¢ NageHNeM YPOBHSI FreMOrJio-
6wvHa o 70 r/n. Ewe yepes 3 gHS pa3suiachb aHypus.

24.07.2017 r. nauneHT goctaBfneH B BUHHULUKYO
obnacTHylo kKnuHmnyeckyto 6onbHULy (OKB), roe KoH-
CUMYM Bpayer Ha OCHOBAHUM KIMHUYECKUX OaHHbIX
BrepBble 3anofo3pun cnHapom Nygnacyepa. C ato-
ro MOMeHTa TeyeHne 6ONEe3HN CTAHOBUTCS KpUTUYe-
CKM BbICTPONPOrPECCUPYIOLLMM.

Mpwn noctynneHnn B BuHHuukytio OKB y naumer-
Ta K. oTmeyvanu cnepyiowme nabopaTopHble nokasa-
Tenu: remorno6uH 70 r/n, aputpoumnTthbl 2,89-10'2/n,
nevikounTbl 9,0-10%/n, nanoykospepHole — 10%,
CO3 — 20 mM/4. O6wmin 6enok — 61 r/n, moyeBu-
Ha — 8,0 Mmonb/n, kpeaTuHH — 94 MkMonb/n, 6u-
nmpybuH — 16,6 MKMOb/N1, anaHnHaMnHOTPaHcde-
paza (AnAT) — 45 en./n, acnaptataMuHoTpaHcdepa-
3a (AcAT) — 38 ea./n. B 0bwem aHanmse Moyin — 6enok
0,066 %o, aputpountbl — 20-30 B n/3, NnenkouuTbl —
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6-7 B n/3. Llutonornyeckoe nccnenoBaHne MoKpo-
Tbl — B NpenapaTe 3puTpoLMTbI, aNbBEONOLUNTHI, da-
rounTtbl — go 15 B n/3, nenkounTtsl — 2—8 B /3, M-
doumntbl — 0-1 B N/3. MpokanbunToHMH — 0,18 Hr/Mn
(Hopma — po 0,5 Hr/mn). UcknioyeH Tybepkynes ner-
knx, BUY, BupycHbii renatmut B u C, B39Tbl aHanm3bl
Ha aHTMTEena Kk 6as3asnbHbIM FMOMepPYNSPHbLIM MeMbpa-
Ham. B anHamuke y naumeHTa nporpeccuposana gpl-
xaTefibHas U NoYeYyHas HeLOCTaTOYHOCTb, aHEMUS (re-
MornobuH — 60 r/n), HapacTanu nokasaTenu kpeaTm-
HUHA (80 446 MKMOIb/N) n MOYEBMHBI (12,1 MMOnb/n).
MpoBoavM NHPY3NIO CBEXE3AMOPOXEHHON NAa3Mbl
KPOBU, OTMbITbIX 9PUTPOLMTOB, B CBS3U C Mporpec-
CMpPOBaHMEM YpPEMUN NPOBEAEHO TPU CeaHca reMo-
novanusa. Bo Bpems npebbiBaHns B BuHHMUkon OKJ1
nauneHTy NpoBeAeHa NybC-Tepanma MeTUINPeaHn-
30/10HOM B g03e 500 Mr — 6e3 CyLeCTBEHHOro Kim-
HUKO-nabopaTopHoro adpdekTa.

Ons nanbHenwero nevyeHust 60NbHOM peaHUMOo-
6unem Ha BeHTUNauMn B CPAP-pexnme nepeBeseH
B KnunHudeckyto 605bHuLY «DeodaHns» (ropoa Knes).

Mpn NOCTYyNAEHNN COCTOSIHME NALUMEHTA KpanHe TS-
xenoe. O6bEKTMBHO: ACTEHMYECKOIO TENOCOXEHUS.
B cosHaHuu, agekBateH. KoxHble NOKPOBLI 61eaHble,
BbICbINMAHM HA KOXE B JAHHOE BPEMS U B aHAMHe3e
HeT. CnnauncTtble 060104kN YncTble. MNMepndepunyeckre
numMmdoy3nbl, A4OCTYMNHbIE Nanbnauvn, He yBenuye-
Hbl. MbILWUpl XOPOLWO pa3suTel, Muanruin Het. CycTa-
Bbl BHELWIHe 6e3 naTosIornM4ecknx nameHeHun. Mauy-
€HT AbILUNT Yepes3 MacKy C KUCI0POAOM, MPU ee CHS-
T ObICTPO HACTYNAET OLLYLLIEHME HEXBATKN BO3ayxa.
Sa0, (6e3 mackn) — 72%. Ha nononHUTenbHom BeH-
Tunauun B pexmme CPAP n nogade 70% kucnopo-
ha catypaums kanunnsapHoi kposn — 98%. HesHa-
YNTENbHBIA LMAHO3 ry6. DKCKYPCUSA FPYAHOM KNEeTKN
coxpaHeHa. AycKynbTaTUBHO: pe3ko ocnabneHHoe Be-
3UKYNSIPHOE AbIXaHWE Ha BCEM MPOTAXEHUn ¢ pokyca-
MW OTCYTCTBUS AbIXaHWUS, BAAXHbIE XpUMbl HE BbICIY-
LUNBAIOTCH, HA BblOOXE PACCESIHHbIE CyXME CBUCTSLLME
xpunbl. KpoBoxapkaHbe. CepaeyHble TOHbI 3BYYHbIE,
naTosIOrMYyeckre LWyMbl HE BbICyLUMBAIOTCA. HacTo-
Ta cepAeyHblX cokpalleHnin — 88 ya./MuH, npu pas-
rosope Bo3dpacTtaeT Ao 100 ya./MmunH. ApTepuanbHoe
nasneHne —130/90 mm pT. cT. XKnuBoT Markmin, 6e360-
JIE3HEHHbIN, YHACTBYET B aKTe AbIxaHus. [1e4eHb BbICTy-
naet u3-nog kpas pebepHon oyrm Ha 1,5 cm. Manbnu-
PYeTCH HXKHWI Kpal cenedeHkn. OTpesku KMevHmKa
6e3 ocobeHHocTen. CTyn 0o ABYX pa3 B cyTku 6e3 na-
TOsIOrM4ecknx npumecen. AHypus. OTeKN Ha HUXKHUX
KOHEYHOCTSX OTCYTCTBYIOT.

MaumeHTy OblNO NPOBEAEHO KOMMIEKCHOE 0bChe-
[OBaHMe Ons yToOYHeHUs anarHo3aa. MNpu ynsTpasByko-
BOM MCCef0BaHNM OpraHoB OPIOLLHOM NONOCTU: pas-
Mepbl NpaBo novkn 127x54 mm; neson — 140x58 mm,
napeHx1ma TONWMHON B NpaBov novke — 17 MM, B ie-
Bon — 19 mm, anddepeHumMpoBaHHas, KOPKOBbIN
cnoii Aanddy3HO NOBbILLEHHOM 9XOreHHOCTW; HeBO b
Lioe KOJIM4eCcTBO CBOGOAHOM XMOKOCTU BO dnaHkax.
Oxokapanorpadus: 6e3 CyLeCTBEHHbIX USMEHEHWIA,
®B — 60%. KnanaHHbIn annapat 6e3 uamMeHeHui, no-
KasbHbIX HAPYLLUEHU COKPATUMOCTU, NPU3HAKOB fe-
rOYHOW rMNEPTEH3UU U HANNYNS CBOOOAHOM XNAKOCTN

B NMOSIOCTW Nepukapaa He BbiBneHo. Jonnaeposckoe
ncecnenoBaHne COCyo0B BEPXHUX U HUXKHUX KOHEYHO-
cTeln — 6e3 AMarHoCTUYEeCKM 3HAYMMbIX CUMIMTOMOB.
MynbTucnmpanbHasa KoMnblOTEPHAs ToMorpadpus
(MCKT) opraHos rpygHom knetkm o1 31.07. 2017 . —
Ha akcuasbHbIX M KOpOoHanbHbIX KT-cpesax o6oux ner-
K1X cyGTOTasIbHO, KPOME CaMbIX KpalriHux nepudepu-
4YeCKMx OTOENOoB, ONpeaenseTcs 3HaYnTelbHOe CHU-
XXEHne NHeBMAaTN3aLMM IEFOYHOM NaPEHXMMbI MO TUMY
«MaTOBOIr0 CTEKNa» 1 albBEOSIIPHOINO KOMMOHEHTA
(amddysHoe anbBeOnIpHOe KpoBomanusaHue). MNpo-
XOOMMOCTb TPaxeobpOoHXMaNlbHOrO AepeBa He Hapy-
weHa (puc.la-r).

C uenbio aguddepeHumanbHOM ouarHoCTUKM Npo-
BeneHbl cnenyolime nabopaTopHble 1 UMMYHOJIOM -
YyecKkne nccneaoBaHus:

e AHTMHYKNeapHble aHTuTena lgG (ANA) 0,24 (He-

ratmeHbIn Npu <1,0).

e OcmoTMyeckasi Pe3NCTEHTHOCTb SPUTPOLIMTOB:
min 0,50% (Hopma — 0,48-0,46), max 0,30%
(Hopma — 0,34-0,32).

¢ [MpoTtenHasza-3 (PR-3), aHtutenalgG <0,2 (Hera-
TUBHbIM Npn <1,0).

e Muenonepokcugasa (MPO) antutena IgG <0,2

(HeraTuBHbIV npn <1,0).
G-6-FDG (rnoko3o-6-dpocdaraerngporeHasa)
22 Epn/r Hb (Hopma — 6,6—-17,2).

e iImmyHorpamma: nerikoumtsl — 18,9-10%/n, num-
dountbl — 1,56-10%/n (8,3%), T-numdbounTbI
(CD3+) — 0,59-10%/n (38,1%), T-xennep.l
(CD4+) — 0,33-10°%/n (21,5%), T-cynpeccopsl
(CD8+)—0,14-10°/n(9,2%), NK-knetkn (CD16+
n CD56+) — 0,13-10%/n (8,6%), B-numdpouuThl
(CD19+)—0,76-10%/n(48,8%), UINK—9 ycn. eq.,
IlgG — 6,36 r/n, IgM — 3,51/n, IgA — 1,42 /1.
Habntopaetca nuMmdoneHns, yMeHblLeHne Ko-
nunyectBa T-numdpoumtos 3a cyet CD8+, BbiCO-
kuii ypoBeHb B-numdoumntor (CD19+) — 48,8%
(Hopma — 5-17%; 0,07-0,37-10%/n1), cHUXEHUE
ypoBHS IgG v nosbiweHne IgM, CHUXEHME KOM-
NIeMeHTapHOM akKTUBHOCTU CbIBOPOTKM KPOBU
(40 npn Hopme 54,9-67,5).

MoBTOPHO B3ATbI aHANN3bI HA aHTUTEeNa Kk 6azanb-

HOI MeMbpaHe rnomMepynsapHOro annapara.

Mo obwemy aHanm3y KpoOBM OTMeYanun Taxe-
nyto aHemMmuio (konebaHus remornobuHa ot 65 r/n
no 80 r/n), HeCMOTPSA Ha OTCYTCTBME BUOUMBIX UC-
TOYHMKOB KPOBOTEYEHUS, CKyAHOE KPOBOXapKaHbe
M NpOBefEHNE MOCTOSHHbBIX reMOoTpaHcdy3unin. AHe-
Muyeckasi naHesib nabopaTopHbIX UCCnenoBaHuin: do-
nnesas kucnota 1,4 ng/mL (3,1-20,5 ng/mL), Buta-
MuH B,,302,0 pg/mL (187,0-883,0 pg/mL), deppuTtunH
>1500 ng/mL (28,0-365,0 ng/mL), >xxene3o B CbIBO-
poTke KpoBUM — 14,2 MKMOSb/N, 3pUTPONO3TUH —
192,0 mlU/mL (5,4-31,0 mlU/mL). Npsmasa n Henpsi-
mMas peakummn Kymbca — oTpuLaTesbHbIe.

OTtmeyann aHypuito 6e3 No3UTUBHbLIX COBUIOB, MNPO-
BOOWSIM 3aMECTUTESIbHYIO NMOYEYHYIO TEpanuio — UHTep-
MUTUPYIOLLE reMmoamanuabl Ha annaparte AK 95, anoaa-
Hee HenpepbIBHYIO (48 YacoB Noapsa) 3aMECTUTENbHYIO
NoYeYHyIo Tepanuio Ha annapate «Prizmaflex»: ypoBeHb
MOYEBWHbI 28 MMOJb/N, KpeaTUHNH 566 MKMOonb/n, Ka-
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Puc. 1a—r. llanHbie MCKT opraHos rpyanHoit knetkn naumnenta K. ot 31.07.2017 r. 4o Hayana UMMYHOCYNpPECCUBHOM Tepanui. Ha akcuanbHbIX 1 KO-
poHanbHbix KT-cpesax 060mx nerkux cy6ToTanbHo, KpOMe Camblx KpaiiHnx nepudpepuyeckux 0TAEN0B, ONPeAenseTcs 3Ha4UTeNbHOE CHUXEHWNE MHEB-
mMaTu3auuy NeroyHoN NapeHxXnmMbl Mo TUNY «MaTOBOrO CTEKNA» U anbBEONSPHOr0 KOMMOHeHTa (Anddy3Hoe anbBeonspHoe kposousnusiHue). NMpoxo-

JAMMOCTb TPaxeoBpPOHXMaNbHOro iepeBa He HapylueHa

i 4,7 mmonb/n, Hatpuin 132 mmonb/n. Obwuii 6e-
nok 43 r/n; anebymuH 29 r/n; 6unnpybuH obLmnii
17,7 mxkmonb/n, rntokoda 7,0 mmons/n. Nposognnm Tak-
e noctosiHHyto CPAP-Tepanuio Ha annaparte «Draeger».
CocTosiHMe 60IbHOr0 OCTaBAIOCH TSXKEbIM BCIIEACTBME
NMOYEYHOWN N AbIXaTeNbHOM HEAOCTAaTOYHOCTI, KOTOpbIE
B AMHaMMKE NPOrpeccupoBanm.

B oxxunaaHum pedynbrata aHann3a KpoBm Ha aHTUTe-
nak 6a3anbHo MeMbpaHe NoYeYHbIX KIybo4KoB, Mo pe-
3yfibTaTtaM KOHCYNbTaUWi CAELMATIUCTOB U KOHCUIINY-
MOB C YY4ETOM COYETAHUS JIEFOYHOW 1 MOYEYHOM NaTo-
JIOrnu, HaNN4YMa KPOBOXapKaHbs, MPOrPECCUPYIOLLETO
TeyeHns 3abosieBaHs C PasBUTUEM OblXaTeNbHOM 1 Mo-
YEeYHOW HEAOCTATOYHOCTEN, CYOTOTAIbHOIO MOPAXEHNS
nerkux, no ganHeiM MCKT, oTCyTCTBUS APYrnX CUCTEM-
HbIX nposiBneHuin [12] naumeHTy K. Obin ycTaHOBNEH
npenBapuUTeNbHbI AMarHo3 «cuHapom ['ygnacyepar.

Bbina Ha3dHavyeHa CUHXPOHHAA KOMOUHMPOBAH-
Has nMynbC-Tepanus: NocnenoBaTefibHblE CEeaHChl Ka-
ckagHom nnasmodunbTpaumm Ha annaparte «Spectra
Optia» ¢ ncnonb3oBaHMeM KackagHbIX N1asModusib-
TpoB «Evaflux 2A20» (c 06paboTKOM 3a KaxOblii ceaHC
rno 1 OLM) yepe3 peHb N2 3 ¢ nocneayowWmMmM BBEOE-
HMeM umknodocdana 800 Mr 1 METUNNPEOHU30IOHA
no 1000 Mr B TeyeHne Tpex gHer BHYTPUBEHHO. Mo-
Cne 3aBepLUeHns NyNbC-Tepanun — nepexon Ha nep-
OpasibHbI NPUEM TFTIOKOKOPTUKONAOB B A03€ 32 Mr,
a nosgHee — 48 mr/cyt. OgHOBPEMEHHO NMPOBOAVAN
CYMNTOMATUYECKYIO TEPaNMIO, IEYEHNE ObIXaTENbHOMN
1 NOYEYHOM HeJOCTATOYHOCTU. 10 MHEHUIO MHOMMX UC-

cneposaTenen, MMEHHO codyeTaHne nnasmadepesa,
umknopochamuaa 1 rmoKOKOPTUKOUAOB C NOCNenyto-
LWMM NEPEXOLOM Ha anKUINPYOLWMA UMMYHOAENPEC-
CaHT ABNSETCS 30/10TbIM CTAHOAPTOM JIeYEHUS NaLn-
€HTOB C cnHgpomom Nygnacyepa [19, 26].

lMocne npoBeAeHNs CUHXPOHHON KOMOMHNPOBaH-
HOWM NynbC-Tepanun coctosiHne 60IbHOr0 NPOOoJ-
>Kano 0CTaBaTbCS TSXKESbIM: COXPAHANNCb CUMATOMBI
ObIXaTesIbHOM 1 MOYEYHOM HEAOCTaTOYHOCTEN 6e3 No-
3UTMBHOM AMHAMMWKN, KDOBOXapKaHbe Nepuoanveckm
C YCUJIEHNEM, HapacTa aHEMUYECKNI CUHOPOM, NPpU-
coegyHunacb TPOMOOUMTOMNEHUS, NOTPebOoBaBLLASA HE-
O[LHOKPATHbIX NePEIMBaHUA TPOMOOLMTAPHO MaCChl,
Habnoaanack 3Ha4YMTENbHAsS rMnonpoTernHemus. -
HaMuka rnokasartesnieil 0OLLero aHann3a KpoBu Npea-
cTaBneHa B Tabn. 1. AuHamMmuka nokasarteneinn 6noxm-
MNYEeCKOro aHanm3a KpoBw npeacTasneHa B Tabn. 2.

06.08.2017 r. nonyyeH NepBbii aHANN3 aHTUTEN
IgG k 6a3anbHON MembpaHe rnoMepysspHOro arn-
napata (GBM) ot 27.07.2017 r. — 4,2 A/ (HeraTtuB-
HbI Npu <1,0). NMoBTopHbIN aHanm3 (o1 02.08.2017r.)
NPOLAEMOHCTPUPOBaN 6onee BbICOKMIA NOKasaTenb —
5,2 AW. Nony4yeHHbIE MMYHONOMMYECKME AAHHbIE NO-
3BONVN NOATBEPAUTL ANArHO3 cnHapoma lN'ygnacyepa.

Takum 06pa3omM, Ha OCHOBaHWUM N30JIMPOBAHHOIO
HETOKCUNYECKOr0 N HEMHPEKLIMOHHOIO MOPaXXEHNS ABYX
OopraHoB — NIErK1X 1 NOYeEK Mo TUMNy GbICTPONPOrpPeccu-
pYIOLLLErO remMaTypu4eckoro rnoMepynioHedpuTa n re-
MOppParnyeckoro anbBeOsNTa, BbICOKME TUTPbI aHTU-
Ten kK 6azanbHOM MeMOpaHe rnoMepynsipHOro annapa-
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Ta (ABaXxabl), OTCYTCTBME MOBLILLEHUS TUTPOB APYIUX
aHTUTEN, cneunduyHbIX AN CUCTEMHbIX 3a00N1EeBaHNI
COEAMHUTENBHON TKAHW M CUCTEMHbIX BACKYJINTOB, Na-
LmMeHTy Obln ycTaHOBNEH AMarHos: CuHapom lNyanacye-
pa, ocTpoe TeyeHne, aHTu-GBM-no3uTnBHbIv, C nopa-
XKEHUeM Jerkvx (reMopparn4eCckni anbBeOJIAT, JIErO4-
Hasi HeJOCTaTO4YHOCTb 3-11 CTeNEeHU, KOPPUrnpoBaHHasi
CPAP-Tepanueri), noyek (ObICTPONPOrpeccupyoLLmnii
riomepynoHegdpuT, aHypus ¢ 27.07.2017 r., ypemus,
KOPPUrMpoBaHHasi NPOJIOHMPOBaHHOM 3aMeCTUTETb-
HovVi Tepanveri Ha arnnapare «Prizmaflex»). BropuyHasi
aHemusi, TPOMOOLIMTOMNEHMS.

Tabnuua 1
[uHamuka nokasatesneii o0wero aHann3a KpoBu nauuenTa K.
L
- E - § g ¢ 32.‘ X °\°_ X
Ec 8. - 523532 38 3 %
= =
E 3. €3 g8z
= E2 s 2= 3 § 6 28 8 8 @
S 83 € £: 32 %38
= =
- = o
28.07.2017 2,3 75 194 227 9 @81 0 9 1 18
30.07.2017 2,66 85 22,7 198 4 79 - - 9 8 7
01.08.2017 2,46 80 20,0 163 5 8 - - 7 1 4
07.08.2017 2 65 232 42 7 73 2 1 12 5 24
14.08.2017 2,31 69 136 38 15 70 - - 13 2 20
Tabnuua 2
[AuHamMukKa nokasarteneii 6MOXMMUYECKOro
aHanu3a kposu nauuenta K.
[atbl uccnepoBaHuin
~ ~ ~ ~
) ) ) )
Buoxumuyeckue nokasarenu N N N N
N~ ==} [==] [}
o o o o
© - ~ <
N o o -
061wuin 6enok, r/n 59,5 46,8 39,8 46,8
AnbbymuH, 1/n 39,3 32,4 26,4 32,1
MouyeBuHa, MMOnb/n 39,3 21,7 17,27 40,94
KpeaTtuHuH, MkMonb/n 489 487,5 423,31 568
MoueBasi kucnota, MKMOsb/n 327 216,7 194,2 302,8
XonectepuH o6wuii, Mmonb/n 5,7 6,2 6,4 6,7
Bunnpy6uH 061nit, MKMOJb/N 42,4 17,7 16,7 17,3
AnAT, en./n 9,2 51 32,6 29,1
AcAT, eq./n 60,5 27,5 33 38,8
Hatpwii, Mmonb/n 127 135 131 134
Kanwii, Mmonb/n 4,8 4,6 3,78 5,27
Kanbuiyii MIOHU3UPOBAHHBIA, 116 12 117 112
MMOJb/N
Kanbuuit 06wuii, Mmonb/n 2,42 2,3 2,24 2,28
[ 110K03a, MMOJIb/N 7,2 7,0 5,6 5,7

OCHOBbIBasICb Ha KPUTUYECKN TAXENOM COCTOSI-
HUWN NAUMEHTA, KPUTUYECKOM 3aBncnumocTum ot CPAP-
Tepanum, KPUTUYECKN HU3KOM YPOBHE TPOMOOLM-
TOB (48:10°/n), BbIpaXX€HHOM aHeEMUM (reMOrfIobUH —
64 r/n), ObINO NPUHATO pelleHne BO3[epPXaTbCs
OT NPOBEAEHNS OMONCUM NOYEK U NIETKNX.

MaumeHTy, 6e3ycnoBHoO, Gblia NokalaHa Tepanus
umknodpochdaMmmnaom nnm a3atmMonpmMHOM COYETaHHO
C MNIOKOKOPTUKOWAHOM Tepanuei, ogHako ee npoBe-
JeHne BO3MOXHO TOJSIbKO MOCe AOCTUXKEHUS YPOBHS
TpomboumToB >100-10%/n. No3TOMY KOHCUANYM NPU-
HAN pelleHne Ha hoHe NpoaosIKaloLLENCa peaHma-
LIMOHHOW XN3HENOAAEPXMBAIOLLEN TEPANNN BEPHYTb-

CS1 K MMMYHOCYMNPECCUBHOM TEPanum: MPOBECTU MyJbC-
Tepanuio MmetTunnpegHmaonoHom rno 1000 mr 5 aHen
noapsa,c NepexooM Ha nepopasbHyio 403y 64 Mr/cyT.
BBray HEBO3MOXXHOCTM NPOAOIKEHWS TEHYEHWNS LIKITO-
dochamngom n3-3a UMTONEHNM B KQYECTBE MMMYHO-
CYMNPECCOPHOro areHTa 6blj10 PeLIeHO NPUMEHATb PuU-
TyKcMmab, KOTOpbIA Aoka3an CBOW 3PPEKTUBHOCTb
npu AHLA-accounmpoBaHHbIX CUCTEMHbIX BaCKyu-
Tax [24] n BonyaHo4yHoM HedppwuTe [4, 17]. ObocHoBa-
HUEM OJ19 MPUMEHEHUS puTykcumada npu cuHapomMe
lN'yonacyepa sBMIMCh AaHHbIe NTepaTypsbl, onvcaHue
KNnMHW4eckux cnydaes [3, 19, 27], a Takke NoBbILLEHWE
y naumenTa K. ypoBHss CD19+ 6onee yem BOBOE, BbICO-
KNI ypOBEHb aHTUTEN K 6a3asibHON MeMBpaHe riomepy-
napHoro annaparta (aHTn-GBM-aHTtuten), HeappekTmB-
HOCTb NPeaplayLLEN UIMMYHOCYNPECCUBHOWM TEPanuu.

B 2002 r. K. Arzoo 1 coaBTopsbl [5] coobLwmnm o npu-
MEHeHUN puTykcrmaba ans fiedeHrs naumeHTa ¢ pe-
UMaMBMpPYIOLWLMM cuHApOMOM N'yanacyepa, KOTOpoMy
nepBOHaYaibHO NPOBOAVIN TPAOULUMOHHOE NlIe4eHne
unknodochamunaom. MNMauneHT nony4mn WeCTb He-
OenNbHbIX 003 pUTYKCMMaba C BbIPaXEHHbIM yiy4Lle-
HMEM CUMMNTOMOB U nUcye3HoBeHeM GBM-aHTuTEN
B kpoBu. Coobuianock Takxe, 4To y 60IbHOro co-
XpaHsnacb pemmccus Yyeped 10 mec nocne nevyeHus.
E. Wechsler n coasTopsl (2008) [28] coobLumnm o npu-
MEHEeHUN puUTyKcumaba ans nedeHns naumeHTa ¢ no-
3utneHbiM GBM-ctatycom 1 BUY-uHdurumposaHmem,
KOTOPbI BOCCTAHOBWIT MOYEYHYIO OYHKLMIO C UCHE3HO-
BeHnem aHTuTen npotne GBM nocne nevenuns raoko-
KopTukonaamu, MukodeHonata MopeTnIoM 1 pUTyK-
cumabom. Y. Shah n coasTopsl (2012) [23] coobmnm
0 Tpex cny4asix, korga putykcrumab npuMeHsanm ans ne-
YyeHus Npu cnHapome Nygnacyepa. B onvcaHHbIX chy-
Yyasix y ABYX M3 TPeX NauMeHTOB OTMeYeH bnaronpusT-
HbI NCXO0A, MOYEYHOM HEQOCTATOYHOCTU, Ny BCEX TPEX
©0/bHbIX MOCE NIeYeHUs] HE BbISIBNIEHbI MATONOMMYECKNE
ypoBHn GBM-aHTuTeN. B ogHOM cnyyae naumeHT na-
HayaslbHO MMEN TSHXXENYIO NOYEYHYI0 HEJOCTAaTO4YHOCTb
1 TpeboBan ananmsa; nepeoHavyanbHO eMy NPOBOAVIN
JNledyeHne ogHOKpPaTHOM ao3on unknodpochdammaga, a 3a-
TEM OH Obln NepeKtoYeH Ha pUTyKcnmMab 13-3a LMTO-
neHmn. XoTa ypoBHn GBM-aHTUTEN ncyesnu, naumeHT
ocTaBasics guanusszasucumbiM. Eule B oqgHOM HepaBs-
HeM mccnenoBaHMmM coobLLanoch O NAUNEHTE C aHTU-
GBM-60ne3Hbio, y KOTOPOro passuiacb TPOMOOLUUTO-
neHn4yeckas nypnypa Ha CTaH4APTHOW CXeMe TPOMHOM
Tepanuun. Koraa naumeHT 6bi1 nepeBeaieH ¢ UmMknodoc-
dammpa Ha puTykcmmab, ero KIMHMY4eckoe COCTos-
HVE CYLWECTBEHHO YJy4LINIOCh, YPOBHN aHTU-GBM-
AHTUTEN HE ONPEENANNCK, XOTS NALMEHT Tak U HE BOC-
CTaHOBW NOYEYHYI0 GYHKUMIO [25].

Haunbonblunii onbiT NPUMEHEHUS puTykcrumaba —
y 8 nauneHToB (2 MyX4MH, 6 XEeHLWMH, CpeaHuin BO3-
pact — 26 * 13,1 roga) onucaH B pabote M. Touzot
1 coaBTopos (2015) [27]. Bce naumeHTbl ICXOLHO No-
Jly4anv IMMYHOCYNPECCUBHOE NieveHne umknodocoa-
MMOOM, FIIOKOKOPTMKOUAgamMm u nnasmadepes. Tepa-
nus puTykCcMmabom Oblfia HayaTa B TeHeHME ABYX Me-
CSILEB NOCJEe YCTaHOBMEHNS AMarHosa. Bce nayyeHThl,
KpOMe OZIHOrO, NOJYyUYUIn 4 exxeHeAesNbHbIX A03bl pPU-
Tykcumaba 375 mr. MNonHasa pemmnccuns Habnoganach
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y 7 n3 8 nauMeHToOB, B OCHOBHOM 4epe3 3 Mec nocie
Tepanuu putykcnumabom. Mocne HabnoaeHNs naum-
€HTOB B TeyeHune 25,6 mec (anana3oH — 4-93 mec)
BbKMBaeMoCTb 00nbHbIX cocTtaBuna 100%, ogHako
npUMeHeHne putykcMmMmaba He ynyyLnao CKOpoCTb
knyboukoBon dpunbTpaummn. AHTUTena npotms GBM
ocTaBanMcb HeonpenensieMbiMn y BCexX NauneHToB
B TEYeHMe BCero nepmona HabnoneHus.

MaumeHTy K. Obna nposegeHa NHPY3na puUTYKCu-
maba no 1000 mr apax bl ¢ 2-HeaelbHbIM NepepbIBOM
mexay seegeHnamn (15.08.2017 r. n 01.09.2017 r.)
Ha doHe npoaosKaloLencsa Tepannum nepopasbHbl-
MW rrtoKokopTukongamm. OTMEUYEHO CyLLEeCTBEHHOE
yJyyLleHMe Kak KIIMHNYECKOrO COCTOSAHUSA NaumeHTa,
Tak 1 nabopaTopHbIX Nokasartenein. ¥ 60/1bHOro ocTa-
HOBW/IOCb KpOBOXapkaHbe, BO30OHOBMIACh CMOCco6-
HOCTb K CMOHTaHHOMY AbIXaHWUIO (MauMeHT Obla OT-
kntoyeH oT CPAP-Tepanum Ha 5- aeHb Nocre nepBom
MHOY3UN puTyKcmMaba), B TOM 4mcie npu 0OblYHbIX
dunsnyeckmnx Harpyaskax, ncyeana ogblilika B Nokoe
1 Npu GU3NYECKOM Harpyske, Npu ayckynbTaummv ner-
KMX — OTCYTCTBME NMaTONOrMYECKMX 3BYKOBbIX (PEHO-
MeHOoB. Hopmanmaosancs ypoBeHb TOOMOOLIMTOB, BO3-
POCN KOINYECTBO 3PUTPOLIMTOB N YPOBEHb FrEMOTJ10-
OunHa, NOBTOPHLIN aHaNM3 KPoBW Ha aHTUTena k GBM
(ot 30.08.2017 r.) 3admkcmpoBan nx oTCyTcTBUE.
Tak, B 06uiem aHannae kposu o1 01.09.2017 r.: apu-
TpounTbl 2,69-10'2/n, remornobuH 92 r/n, nekoumn-
Tbl 8,9-10%/n, TpomMboumnTbl 141-10%/n, CO3 3 MM/u.
B MmMmMyHOrpamme Takxke npom3oLnv No3nUTUBHbIE
cogurun: nenkountel — 14,2-10°%/n, numpounTbl —
1,16-10%/n(8,2%), T-numdoumntsl (CD3+) — 1,07-10%/n
(92,1%), T-xennepbl (CD4+) — 0,74-10%/n (63,5%),
T-cynpeccopsbl (CD8+) — 0,33-10%/n (28,8%), cooT-
HoweHune Tx/Tc — 2,2, B-numpountel (CD19+) —
0,002-10%n (0,2%), UMK — 27 ycn. en., 1gG —
6,75r/n,IgM — 1,02 r/n,IgA— 0,76 r/n. BeipaxeHHoe
yMeHbLLeHne KonmyecTtsa B-numdpouuntos (CD19+)
NPakTUYeCKn 40 HyNs B COBOKYNHOCTU C NCHE3HOBE-
Hruem aHTn-GBM-aHTuTen yxe 4yepes 2 Hepg,nocne nep-
BOW MHDY3UKM puTyKCrMaba oTpaxaeT ObICTPO HACTY-
nMBLLKNA B-KneTo4yHO-aenneumoHHbin adpdekT npe-
napara, CbirpaBLUMIA KIIIOYEBYIO POJib B PaANKaSIbHOM
U3MEHEHNU KITMHUYECKOW cuTyaumu. Npmn KOHTPOIb-
HoM npoBeaeHur MCKT opraHoB rpyaHoOMn KNeTku Ha-
6nopanack pa3uTtesnbHas NO3UTUBHAA ANHAMUKA UH-
dUNbTPaTUBHbLIX UBMEHEHNIA, CUMNTOM «MaTOBOIO
CTekna» 3HAYUTENbHO PErpeccmpoBan: OTMeYanochb
YMEHbLLEHME BbIPAXXEHHOCTM aIbBEONIIPHOIrO KOM-
MOHEHTA U NOSIBNIEHNE YNIOTHEHNSA MEXO0EBbLIX MNe-
pPeropoaok, 4To GOPMUPYIOT y4acTKU HEPABHOMEP-
Horo ¢dpunbposa nerkux (puc. 2a—s). OgHako GyHKUMSA
noyek He Gblyia BOCCTAHOBJIEHA, MALMEHT NPOA0IIKAN
MPOXOoAuTb CeaHcbl remoananmaa. boeina cpopmmpo-
BaHa apTepnoBeHO3Hasa GuCTyna, nauneHT NoaroTos-
NeH AN15 MPOXOXAEHUA NporpaMMHOro remoavianmaa
Mo MECTY XUTENbCTBA.

MaumeHT K. Obln BeINUCaH U3 ctaumoHapa KnuHu-
yeckon 6onbHULBI «PeodanHuna» 'Y 14.09.2017 r.
B CTaOM/IbHOM COCTOSIHUM 63 NPU3HAKOB AblXaTeslb-
HOI HeJOCTaTOYHOCTU C HEOOXOAMMOCTbIO NPOAOJI-
XXEHUS MOYEYHO-3aMeCTUTENbHOM Tepanun. MNMayneHt

NNIKAPKO-NPAKTUKY

NPOAOMKaN MPUHUMATL METUNNPEAHN30/1I0H 48 Mr/cyT
C NOCTENEHHBLIM CHMXXEHNEM [,03bl, NpenapaThl Kajb-
LS C BUTAaMUHOM D, HEPONPOTEKTOPHYIO TEPAnMIO.

B HacToqwee BpemMs naumeHT npoposxaeTt
NMOYEeYHO-3aMECTUTENBHYIO Tepanuio, paccMaTpuBa-
€TCS BONPOC O TPAHCMIaHTaLLUU MOYKK.

JaHHbIV KNMHMYECKNI CryYar AEMOHCTPUPYET pas-
BUTNE ObICTPOMPOrPECCHPYIOLLMX MOPAXKEHNIA NETKNX
M MOYeK, NPUBEALUNX KPUTUYECKOMY COCTOSHUIO na-
UMeHTa, OCTPON ObIXaTeNIbHOM 1 NOYEe4YHOMN HeaoCcTa-
TO4YHOCTM B TedeHune 10 gHel 0T MoOMeHTa obpalleHuns
3a MEeOULMHCKOM MOMOLLb0. Heob6XoaMMo OTMETUTb,
yTo cmHapom lNygnacyepa Obln 3aN0J03PEH B CAMOM
Hayane 3aboneBaHusl, 4To NoTpeboBano 060CHOBAH-
HOro HEOTJIOXXHOIrO Ha3HA4YeHUs aKTUBHOWM Tepanun
MMMyHocyrnpeccaHTamu. CornacHo AaHHbIM iuTepa-
Typbl [11], npUMeEHeHWe TPOMHOW Tepanuu — nnasma-

($)
¢}
]

Puc. 2a—B. [laHHbie MCKT opraHoB rpyaHoi knetku naumenta K.
o1 23.08.2017 r. nocne nposeaeHus nepeoi nHoyaum putykcumada. OT-
MEYaeTCs yMEHbLLIEHME aNlbBEONSIPHOrO KOMMOHEHTA 1 NOSIBNIEHNE YNOTHE-
HUS| MEX[0/1EBbIX NEPETOPOAOK, 4TO GOPMUPYIOT Y4aCTK HEPAaBHOMEPHO-
ro ¢pubpo3a nerkux. B guHammke — 3HaunTeNbHOe ynyyenne KT-kapTuHbl
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depes, rnoKoKopTUKonabl 1 uuknodpochamug, — no-
3BOJISIET CYLLECTBEHHO YNy4YLLINTb NPOrHO3 NPU CUH-
npowme lNyanacyepa. B paHHOM cnydae aT1a Tepanus
okasanacb HeadPEeKTUBHOM, KPOME TOro, pasBmBLLIAS-
cs1 (BepOSATHO, BCNEACTBNE NPUMEHEHNS Lmknodocoa-
Munaa) KpUTMYHas TPOMOOLIMTONEHWS cAenana HeBo3-
MOXHbIM AasbHENLLEE MPUMEHEHMNE LIMTOCTATUYECKMNX
MIMMYHOCYNpPeCcCaHTOoB. B Takon cutyauum «tepannen
oTHasHMS>» 9BUNOCb npumeHeHne off-label npenapa-
Ta puTykcmmab, cnocobHOro okasblBaTb paankanbHoe
BO3OECTBME HA KITOYEBBIE MEXAHN3Mbl UMMYHOMATO-
reHesa — ygansiTb akTMBMPOBaHHbIE B-kneTku, npo-
OyuuvpyloLme OTBETCTBEHHbIE 3a MOYEYHO-J1eroYHbIE
nopaxeHusa aHTu-GBM-anTutena. Tepanusa putyk-
cumabomMm, NpoBeaeHHas B NepBbId MecsiL, OT MOMEH-
Ta yCTaHOBEHWS AMarHo3a «cnHapom ygnacyepar,
cnocobcTBoBana NO3UTUBHOMY NEPENIOMY B TEHEHNM
6051e3HUN, NPaKTUYECKN MOJSIHON peBEPCUN Nnopaxe-
HUSA NEFKNX, YCTPAHEHUIO XMN3HEYrPOXaAKOLLEN LUNTO-
MEHNU N, B KOHEYHOM UTOre, COXPaHEHUIO XU3HU Na-
uveHTa. Kak 1 B psae Apyrux KIMHUY4ECKMX Habsmo-
neHnn [20, 21, 23, 25, 27], neyeHne putykcumabom
okasasiocb HeadPEeKTMBHbBIM B MNjlaHe BOCCTaHOBJe-
HUS QYHKLMM NOYEK.

ABTOPCKUI KOJIIEKTUB, BPpa4n KnvmHn4eckou 60/1b-
HuLbl «DeopaHusi» BbiICKa3blBaOT UCKPEHHUE CloBa
6narogapHocTy Bpadam BuHHuikori OKB 3a npose-
JEHHbIE N1Ie4eOHbIe U ANarHOCTUYECKME MEPOrpus-
TVSl, CTabUIN3aLmMio COCTOSTHUS naumMeHTa rnpy nog-
rOTOBKE K TPaHCropTupoBKe, rnpogpeccopy BuHHUL-
KOro HaumoHaslbHOro MeauLMHCKOro yHMBepcuTeTa
um. H.U. MNMuporosa H.A. CTaHnciaB4yKy 3a METKO Bbl-
ckasaHHOe rpearosioxeHne o cuHapome lyanacyepa
Ha paHHe cTagun 60/1€3HU TOJIbLKO M0 KJIMHNYECKUM
rnokasaresisim (6e3 UMMYHOJIOrM4eCcKoro rnoaTBepX-
JEHWS); 3aMECTUTESTIO rN1aBHOro Bpaya KnvmHmn4eckom
60s1bHULIbI «DeogpaHus» A.H. CTpokaHIo 3@ MO3roBo
LUTYPM V1 @HaN3 INTepaTypbl 1o rnpobaeme; 3amMecTu-
TEeJ0 rnaBHOro Bpaya KimHn4eckori 60s1bHUL LI «Peo-
¢paHusi» B.KO. CakyHy 3a 06Lee pyKoBOACTBO KOJIIEK-
TYBOM M OPraHu3aumnio MeauLIMHCKOM MOMOLLY; MpPo-
¢peccopy HaumoHanbHOV MeANLMHCKOV akagemMmu
nocneannioMHoro obpasosaHus um. I1.J1. LLynka
A.[. iBaHoBy 3a noaTBepxaeHne avarHo3a 60/s1e3-
Hu l'yanacydepa v onpeneneHne TakTuku BeAEHUS;
KkaHanaaTty MeauumHCKmnx Hayk, aoueHty C.A. Poto-
BOVi 3@ KOHCY/IbTaTUBHYIO MOMOLLb B MOArOTOBKE ra-
UmeHTa K rniaHoBOMY reMoamnann3y n ornpeaeaeHuio
06bLEMOB HE(PONPOTEKTUBHOM Tepanuu; kaHanaaTty
MeANLIMHCKX HaYK, Bpady OTAEJIeHUS UHTEePCTULN-
alibHbIx 3a06051eBaHn 1erkmux VIHCTutyTa rnysbMOHO-
normm v ptTmnsvatpum um. .. slHosckoro O.B. Llla-
JAPVHOWV 3a NOMOLLb B MPOBeAeHnn andpepeHuymnab-
HOro amarHo3a v OLleHKe CTENEeHM rMopaKeHus J1IErknx;
BCEM Bpayam, KTO NPUCOEeaNHUIICS K JI€YEHMIO NaLm-
€HTa, K NMpOBEAEHNID KOHCUJINYMOB, 38 UHTEJIJIEKTY-
aJlbHyI0 NMoOMOLLb B YCTaHOBJIEHUW AMNarH03a v Bbl60-
pe MmeTofoB iedyeHvs. bnarogapsi COBMECTHOMY MYyJib-
TUANCLUNIIMHEPHOMY 1104AX04Y K BeAeHuo 60/1bHOro
¥ BceoobLLel NoaaepxKke nauneHT XuB, rnpoaosixaet
CeaHcChbl No4Ye4YHO-3aMeCTUTESIbHOM Tepanuy rno Me-
CTY XUTEJIbCTBA.
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YCMIWHE NIKYBAHHA CUHOPOMY
ryanAC4YerPA PUTYKCUMABOM:
Oonuc KNIHIYHOro BUNAAKY

I.FO. lNonoBau, O.B. SipemeHkoO,
B.I. Crenbmawyyk, B.M. Mariviko, T.M. Yinko,
O.B. Kopo4eB, O.M. Muxanb4eHko,
I.C. M’sacHnii, J1.B. Muxanbcbka

Pesiome. OnvcaHo KaiHiYHWY BUNaaoK yCriillHo-
ro 3aCToCyBaHHSI pUTYKCuMaby y nawjieHTa 3 TsxX-
kum nepebirom cuHapomy 'yanacyepa. XBopuii
noCTYNVB A0 KJTIHIKW Y BKpaw TSXXKOMY CTaHi 3 iBu-
Lamu BUPAaXeHOoIi AnxasbHOi Ta HUPKOBOI HeAO-
CTaTHOCTI, WO BMMarasuv riocTiviHOI pecnipaTtop-
HOI NigTpuMKn Ta npoBeaeHHs remoaianisy. Lia-
rHo3 «cuHapom Nyanac4yepa» 6ya0 BCTAHOBIEHO
Ha nigcTaBi i30/1bOBAHOMO YPaXeHHs J1IereHb i HU-
POK 3a TUIMOM LLUBUAKOMPOrpPecyYyoro riomepy-
JIOHE®PUTY i remMopari4yHoro asibBeO1iTy, BUCOKUX
TUTPIB aHTUTIN 10 6a3asbHOi MemMbpaHu rinoMepy-
JIIpHOro anapary (ABidi), BiACYTHOCTI MiABULLEH-
HSI TUTPIB IHLUWX @HTUTI/, crieyn@iyHux [Jisi CUC-
TEMHUX 3aXBOPIOBAHb CrOJy4YHOI TKAHWHU | CUC-
TeMHoro Backynity. lNauieHTy 6yna npoBegeHa
CUHXPOHHA MyJibC-Teparnis 3 noaasjbLUnumM 3acTo-
CYBaAHHSIM KackagHoi naasamoinbTpadii, Unkio-
¢docpaHy Ta meTninpeaHizosioHy 6e3 iCTOTHOIro
noninweHHs1. OBrpyHTYBaHHSIM A4J151 3aCTOCYBaH-
HS1 puTykcumaby npv cuHapomi l'yanacyepa 6yav
AaHi nitepatypu, onuc KaiHiYHUX BUNaakie, a 1a-
KOX niaBULLIEHHS Yy nauieHTa piBHS CD 19+ 6inbLu
HIX yaBi4i, BUCOKUI piBEHb aHTUTIN A0 6a3asibHoi
mMeMOpaHu rrioMepyssipHOro anapary, aHeMidHUi
CUHAPOM i TDOMOOLMTOrEHIS], a TakoX Heegpek-
TUBHICTb roriepeaHboi iIMyHOCYnpecuBHOI Tepariii.
Tepanis putykcumabom 6yna npoBeaeHa B A03i
1000 mr agBidi 3 nepepsoro y 14 aHiB. Big3Ha4yeHo
iICTOTHE MOoINLEeHHSs KJ1iHIYHOro cTaHy XBOpOro,
BiAHOBMJ/1aCs 34aTHICTb 10 CTTIOHTAHHOI O ANXaHHS,
BifICYTHICTb 3a4ANLLIKW Y CMOKOI Ta rnpuv QisnyHomy
HaBaHTaxeHHi, BiJCYTHICTb KPOBOXapKaHHSI, HOP-
masni3aLis NnokasHuKiB TPOMOOUMNTIB i reMorsio0i-
HY, nosainweHHs: KT-kapTuHu nerkux, a Takox ro-
BTOPHUI aHasli3 KpOoBi Ha aHTUTINa A0 6a3asibHuX
mMemb6paH riioMepysispHoOro anapary 3agikcyBaB
ix BigcyTHicTb. Tepanis putykcumabom 6yna rnpo-
BefeHa B rnepLunvi Micsilib Bi MOMEHTY BCTaHOB-

NNIKAPKO-NPAKTUKY

JIEHHS alarHo3y cuHapomy lyanacyepa, Lo cripu-
51710 30€PEXEHHIO XUTTS naLieHTa i BiAHOBIEHHIO
QYHKUIT 1ereHs.

KniouoBi cnoea: cuHgpom N'yanacuepa,
AvxanbHa HeQOCTaTHICTb, HAPKOBA
HEeOOCTaTHICTb, JIKyBaHHSA, PUTYKCUMAb.

SUCCESSFUL TREATMENT

OF GOODPASTURE’ SYNDROME
WITH RITUXIMAB: DESCRIPTION
OF A CLINICAL CASE

I.Yu. Golovach, O.B. Yaremenko,
V.P. Stelmashchuk, V.N. Matijko,
T.M. Chipko, A.V. Korochev,
E.M. Mikhalchenko, I.S. Myasnyi,
L.V. Mikhalskaya

Summary. A clinical case of the successful use
of rituximab in a patient with a severe course of Good-
pasture’ syndrome is described. The patient was ad-
mitted to the clinic in extremely serious condition
with the manifestations of florid respiratory and renal
failure, which required constant respiratory support
and hemodialysis. The diagnosis of Goodpasture’s
syndrome was made on the grounds of isolated lung
and kidney damage as a type of rapidly progressing
glomerulonephritis and hemorrhagic alveolitis, high
titres of antibodies to the glomerular basement mem-
brane (twice), no increase in titres of other antibodies
peculiar to systemic connective tissue diseases and
systemic vasculitis. The patient underwent synchro-
nous pulse therapy with sequential application of cas-
cade plasmafiltration, cyclophosphamide and meth-
ylprednisolone without significant improvement. The
rationale for the use of rituximab in Goodpasture’s
syndrome e was literature data, description of clin-
ical cases, as well as a more than double increase
in the patient’s CD19 + level, a high level of anti-glo-
merular basement membrane, anemic syndrome
and thrombocytopenia, as well as ineffectiveness of
previous immunosuppressive therapy. Therapy with
rituximab was performed at a dose of 1000 mg twice
with a break of 14 days. A significant improvement in
the clinical condition of the patient, the ability to spon-
taneously breathe was restored, the absence of dys-
pnoea atrestand on exertion, the absence of hemop-
tysis, the normalization of platelet and hemoglobin in-
dices, the improvement of CT lung picture were noted,
and a repeated blood test for antibodies to the bas-
almembranes of the glomerular apparatus indicated
theirabsence. Therapy with rituximab was performed
in the first month after the diagnosis of Goodpasture’s
syndrome, which saved the patient’s life and restored
lung function.

Key words: Goodpasture’ syndrome, respiratory
failure, renal insufficiency, treatment, rituximab.
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