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KJIMHUYECKOIO CJ1Y4HASA

OnucaH KIMHU1eCKWiA Clyqaid yenewwHoro npuMeHeHusi putykcumabay na-
LUEHTa C TsKeNbiM TeweHnemM cuHapoma l'yanacqepa. bonsHoOU noctynun
B KITMHUKY B KpaHe TAXXEe/I0OM COCTOSIHUU C SIBJICHUSIMU BbIPAXEHHOH [bi-
XaTesIbHOM 1 NO4e4HON HeAOCTAaTOHHOCTH, KOTOPbLIE TPeboBa N NOCTOSIH-
HOU pecrnnupaTopHOi rnoanepXxku v nposeaeHus remoanannsa. JnarHos
«cuHapom N'yanacyepa» 6bi1 yCTAHOB/IEH HA OCHOBAHUN U30/IAPOBAHHOIO
NOPAXEHUS1 TIerkuX v rno4eK no Tuny ObICTPONPOrPeccupyoLero riaome-
Py/ioHedpUTa n remMopparn4eckoro aibBeO0sINTa, BbICOKUX TUTPOB aHTH-
Ten k 6a3anbHOi MeMbpaHe rinoMepyspHOro annapara (ABaxabl), OTcyT-
CTBUSI NOBBILLIEHUSI TUTPOB APYruX aHTUTESN, CneunuqHbIX 419 CUCTEMHbIX
3ab0neBaHWii COEAUHATENTBHOA TKaHU M CUCTEMHDBIX BACKYJIATOB. [TauneHTy
Obina npoBeaeHa CUHXPOHHAES MY bC-Tepanus ¢ NOCAeA0BaTeIbHbIM NPu-
MEHEHUEM KaCKaJHOW nnasMopusTpaLmnm, UMknogocoaHa u MeTunnpes-
HU30/10Ha 6€3 CyLLECTBEHHOr O yry4tlieHus. OBOCHOBaHNEM U1 TPUMEHE-
Hust putykcumaba npu cuHapome lyanacyepa sBUINCh AaHHbIe TnTepa-
TYPbl, ONMUCAHUE KITMHUYECKUX C/TYHaEB, a TakXKe NoBbILLIeHNE y NauneHTa
ypoBHsi CD 19+ 6onee 4em BABOE, BbICOKUIA yDOBEHb aHTUTEN K Ba3a/ibHOMH
mMemObpaHe rrnoMepysIPHOro annapara, aHeMUHECKnA CUHAPOM U TPOMOO-
LHTONeHus:, a Takke HeapheKTMBHOCTL NPeabiayLUE i UMMYHOCYNPECCUB-
Hoi Tepanun. Tepanus putykcumabom bbina nposeaeHa B o3e 1000 mr
Aasaxnasi ¢ nepepoiBoM B 14 arer. OTMEYEHO CYLIECTBEHHOE YIy4LLIEHNE
KITMHUHECKOro COCTOSIHUS 60/IbHOr0, BOSOOHOBMUIACE CIOCOBHOCTbL K CIIOH-
TAHHOMY [1bIXaHWI0, OTCYTCTBME O4bILLIKA B [TOKOE U TPU PU3NHECKOU Harpy3-
Ke, OTCYTCTBUE KPOBOXapKaHbsi, HOpMan3auus nokasarenei Tpomooum-
TOB U remMornobuHa, ynydiieHne KT-kapTuHbl 1erkux, a Takke rnoBTOPHbIA
aHan3 KpoBU Ha aHTuTena Kk 6asanbHbiM MeMbpaHam riaoMepynsipHOro
annapara 3agukenupoBan ux orcyrcraue. Tepanus putykcumabom bbina
npoBefeHa B rnepsbiii MECSL OT MOMEHTa YCTaHOBJIEHNST AnarHo3a CUH-
Apowma lyanacqepa, 410 crocobCTBOBAIO COXPAHEHUIO XU3HN nauneHTa
Y BOCCTAHOBJIEHUIO (DYHKLNAN JTETKUX.

B 1919 r. BO BpeMsa anMaeMmn rpynna aMepuKaH-
CKWii Bpad 1 natopunaunonor dpHect Yunbsam lN'yanac-
yep (E.W. Goodpasture) onucan coyetaHne TAXeno-
ro NOPaKEHWs! NEerknx (reMmopparMiyeckoro anbBeosv-
Ta) 1 6LICTPONPOrPECCUPYIOLLIErO rIoMepyfioHedpuTa
y naupeHTa B Bo3pacte 18 net [10]. Cnycta 39 ner,
B 1958 r., no npegnoxeHuio M. Stanton v J. Tange,
onucaBLmx yxe 7 nogobHbIX cnyvyaes, paHHoe 3a60-
neBaHue 6b110 Ha3BaHO cMHAPOMOM Nyanacuepa. 310
CUCTEMHbIA KANWANAPWUT C NPENMYLLECTBEHHBIM NOpa-
XXEeHWeM aibBeoN Nnerknx u 6asanbHblix Mmem6paH rno-
MEpPYNISIPHOro annapara NoYek No TMny remopparuye-
CKUX MHEBMOHUTA U rnomepynoHedpuTa [2]. OcobeH-
HOCTBIO 3TOr0 CUHAPOMA CUUTAIOT HaIMYMe aHTUTEN
K KOMMNOHeHTaM 6a3anbHoll MeMbpaHbl anbBeon M No-
YyeyHbIx kKny6oukoB (aHTM-BMK-aHTuten; anti-glomerular
basement membrane — anti-GBM), o6ycnosnueato-
LUMX UX 0gHOBpEeMeHHoe nopackeHue [11]. B 1950-xro-
nax C.A. Krakower u S.A. Greenspon [15] nogeHtudpu-
uMpoBanu 6asasibHyI0 MEMBPaHy aNbBEO U NOYEYHbIX

kny6oukoB (GBM) kak aHTUreH. AyToaHTUTENa OTHO-
cATCA, Kak npaBvno, K nsotuny IgG, peako — K IgA-
kappa [9]. AHTU-GBM-aHTUTENa HanpaBfieHbl NPOTUB
HekonnareHoBoro (NC-1) nomeHa anbga-3 uenm kon-
nareHa IV Tuna, KoTopbIi B Hanbosnee BbICOKOM KOHLIEH-
Tpauuu HaxoauTcs B 6asasibHbIX MeMBpaHax MoYeYHbIX
M IErOYHBIX KanunsapoB. XoTa 6a3asibHble MeMBpaHb!
npeacTasieHbl BO MHOMMX CTPYKTYPax OpraHn3ma, Kim-
HMUYEeCKMe NPU3HaK1M nopaxeHus npu cuHgpome MNyg-
nacuyepa kacaloTcsl Nerkux 1 noyek. NMpemmyLLeCcTBEH-
HOEe BOBJieYEHNE B UMMYHOMNATONOMMYeCcKuiAi npouecc
MMEHHO a/IbBEOJIAPHON U rMOMePYNAPHO MeMBpaHbI
0b6bACHAETCA, C OAHOA CTOPOHbI, MAKCUMASIbHO CTe-
NeHbIO NPeACTaBNeHNs B HUX anbda-3-ueneii konnare-
Ha, C Opyroii — HambobLUeil CTPYKTYPHON AOCTYMHO-
CTblO AN pukcaumm umpkynmpylowmx antuten [7, 11].

HekoTopbie nccnegosarenu paclMpsoT NOHATUE
«cnHapoma lN'ygnacuepa», NO CyLLEeCTBY OTOXAECTBASAS
€ro ¢ NIero4yHo-NoYEeYHbLIM CUHAPOMOM, KOTOpPbIA OT-
MEeuyaloT He TONbKO NpU rMnepnpoaykuum aHTn-GBM-
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aHTuTen, Ho u npyu AHUA (aHTUHeATpodUnbHbIe Um-
TonnasmMaTuyeckue aHTUTena)-aCCoLMMpPOBaHHbIX CU-
CTeMHbIX BacKynunTax, a Taikke npu tpombotrmyeckux
MukpoaHrmonatusix u 1BC (aMcceMMHMpOBaHHOE BHY-
TpUCoCYamMcToe CBepTbiBaHWE)-cnHapome [8]. Pag He-
¢dponoroB 06LEAUHAIOT CoveTaHMe LIMPKYNUPYIOLLMX
aHTn-GBM-aHTuTen, nopaxeHus No4Yek 1 1erkux B no-
HATUe «6onesHb N'yanacyepa», a Npu OTCYTCTBUM LMP-
KYNMPYIOLWMX aHTUTEeN — B «cuHapom Nyanacyepa» [1].
Tem He MeHee B MaTepuanax MexayHapoaHoi corna-
CUTESIbHOM KOHDEpPEHLWK M0 HOMEHKNaType BaCKynu-
ToB B Chapel Hill (2012) TepmuH «6onesHb lNyonacye-
pa» He ynoMuHaeTcs BoobLue, a nog cuHapomom lNya-
nacyepa (oTMevasi, 4TO 3TOT 3NOHUM UCNOJb30BASIU
B MPOLLNOM) MOHUMAIOT KOMOMHUPOBaAHHOE NopaxeHe
nerkvx u noyek npy 6onesHu aHTn-GBM-aHTtuten [14].
MmeHHo nocnegHwii TepmmH — anti-GBM disease —
Y4aCTHMKM KOHCEHCYCa NoAAloT B HOMEHKI1aType U Cun-
TaloT NPeanoYTUTENbHBIM KaK TakOW, YTO OXBaThbiBa-
€T CBfi3aHHbIe C ocaXaeHuemM aHTn-GBM-aHTuTen no-
BpexaeHus Tnbo rnoMepynsipHbIX Kanunnspos, 1Mo
JIero4HbIX Kanunnsapos, 6o 1 Toro, U Apyroro BMe-
cte. [Npn 3TOM aBTOPbl OTMEYAIOT HETOYHOCTL Ha3BaHWUSA
«anti-GBM disease», nockoneky aHTn-GBM-aHtuTena
pearvpyioT He ToNbKo ¢ 6asanbHo MemBpaHoii noyey-
HbIX KNy60O4KOB, HO Takke U ¢ 6a3anbHbIMU MeMmbpaHa-
MU aJIbBEOJISIPHBIX KaNWnsipoB, HO BCE Xe npeanara-
IOT €ero COXpaH!Tb, OTAAaBas JaHb CIOXUBLLEICH Tep-
MWHOJIOrMHYECKON TPaauLImMn.

CunHpgpom lN'yonacuepa sBnsieTcs peaokum 3abone-
BaHueM: 0,5-1 cnyyait Ha 1 MnH B rog. MNuk 3abone-
BaeMOCTU npuxoguTtcsa Ha Bo3pacT go 30 n crapue
60 net, HeCKONBKO Yalle 6oneloT MyXunHbl. Bes caoe-
BPEMEHHOI JUarHoCTUKN U neveHust 3abonesaHne Mo-
XXET NPUBECTM K MaCCUBHOMY JIero4HOMY KPOBOTE-
YEHUIO, OCTPOW MOYEYHOW HEe4OCTATO4HOCTU M gaxe
K cmepTyn [2, 11]. PaHee cuHapom lN'yanacyepa cyu-
TasCs CMepTenbHbIM 3ab6onesaHuem [22], BHeopeHue
arpecCcMBHOW MMMYHOCYNPECCUBHOW Tepanvm B co4e-
TaHuu ¢ nnasamadepesom, NPUMEHEHNE XPOHUYECKO-
ro remMoamnasnn3aa noBbICUIIN YPOBEHb rOOWUYHON BbhKN-
BaemocTn o 86,9% [13], 5-neTtHeit — o 80% [22].

Haubonee yactoe KnuHM4eckoe NposiBfieHne CUH-
apoma lN'ygnacyepa — 6b6ICTPONPOrPeCcCUpPYIOLLINIA FNo-
MepynoHedpuUT ¢ BbICTPLIM HEYKJIOHHBIM CHUXKEHUEM
No4YeYHbIX GYHKUMIA BNAOTb OO Pa3BUTUS TEPMUHANb-
HOI CTaguU XPOHUYECKOW NOYEYHOW HegOoCTaTOUYHO-
ctu (XINMH), ¢ remartypuein u npoTeuHypuein pasHoin
CTeneHn BbIPaXXEHHOCTU (NPOTENHYPUIO HedpoTUYe-
CKOro ypoBHS1 OTMeYaloT penko). Mopdgonorniyecku
npw CBETOBOW MUKPOCKOMWM BU3YaTM3npyIoT NosiBne-
Hue «nonynyHuii» B 6onee 50% knyboukos, pubpuHa
B MO4Y€BOM NPOCTPAHCTBE; YaCTO BbISIBASIIOT Pa3pbiBbl
6a3anbHO MeMbBpaHbl 650yMEHOBOI KancCysbl U BbIXOA,
KNeTok u pnbprHa N3 «nonynyH1iA» B OKPYXaloLyii UH-
TepCTUUMA. IMopakeHue nerknx KIIMHAYeCKU NposBrs-
eTcsl N(nbo KPOBOXapkaHbeM, NGO KPOBOTEHEHUSIMU,
KOTOpble Haubosnee 4acTo U onNpeaensioT NPOrHo3 3a-
6oneaHns. MopdonorM4eckm NBMEHEHUs1 ONUCHIBAIOT
KaK HEKPOTUSUPYIOLLMI reMopparm4eckii UHTEPCTU-
LuanbHbIA NYIbBMOHUT C OCTPLIMU OYaroBbIMU HEKPO-
3aMW JIbBEONSIPHBLIX CTEHOK U C BHYTPUasibBEONsip-
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HbIMW KPOBOM3NUAHUAMMK, GUBpo3NpoBaHMEM cenT,
runepTpodmrein BbICTUNAIOWNX CeNTbl KNeToK U op-
raHMsaumein KpoBu B npeaenax anbBeoNspHbIX Npo-
cTpaHcTB [1, 6].

AHanus rpynn 605bHbIX ¢ cuHAPOMOM lNyanacyepa
C Pa3SIM4HON CTEMNEHDBIO BIPAXXEHHOCTM NOYEHHOM He Ao -
CTaTO4HOCTU NPOAEMOHCTPUPOBA1, YTO YPOBEHb Kpea-
TUHMHA B CbIBOPOTKE KPOBM BbiLLie 600 MKMONb/N, OnK-
roaHypus, paHHss NnoTpebHOCTL B onanuse, OTCYTCTBUE
HOPMaUbHbIX KIyBOYKOB B BUoNTaTe U BLICOKWIA Npo-
LIEHT «NONyAyHWiA», LMpkynsuma aHtuten k GBM onpe-
Aenaiot HebnaronPUsTHLI NoYeYHbIN NPorHo3 [16, 18].

Llenb 4aHHOro KIMMHNYECKOro oTy4eTta — onucaTtb
1 o6cyauTh cnydait GbICTPONPOrPecCUpYIoLLEero no-
pPaXeHUs NoYeK N Nerkux y naumeHTa Monogoro Bo3-
pacTa ¢ BbiiIBNeHHbIMW aHTUTEelaMu1 K 6asanbHoi MeM-
6paHe knybouykoB (aHTU-GBM-aHTuTen), ycnewuHo ne-
YeHHOro puTykcumabom.

MauwneHT K., 1991 roga poxgeHus, xutenb BuH-
Huukoi obnacti, noctynun B KnMHuyeckyto 6onbHU-
uy «deodanus» MY, 28.07.2017 r. B KpaHe TKENIOM
COCTOSIHUM, 0OYCNOBIEHHOM ObiXaTeNlbHOW HepocTa-
TOYHOCTLIO Ha POHE CYBTOTaNLHOrO NOPaXEHNs Ner-
KX, aHYpUei N OCTPON NOYEYHON HEQOCTaTOYHOCTLIO.

M3 aHamMHe3a M3BecTHO, YTO B nepuog ¢ 22.06
no 29.06.2017 r. otMe4anochb 3Ha4uTeNnbHoEe nepe-
oxnaxgeHue ¢ ann3ogoM o3Hoba, B ganbHenlwemM no-
BblLLEHWA TeMnepaTypbl Tena He 6bino. C 30.06.2017T.
6ecnokoun kaLlenb; Ne4nncs CaMoCTOSATENIbHO OTXap-
KMBAIOLMMK NpenapartamMu. B aToT nepuog otmeyan-
csl anu3og, anoynoTpebneHnss CNMPTHLIMU HAaNUTKamMu
B TeyeHne Hegenw. NMpubnuantenscHo 17.07.2017r. no-
SIBUNOCH KPOBOXapKaHbe (HEMHTEHCUBHOE, OAMH nne-
Bok 6yporo upera). C aTMn cMMnTOoMamMu (kawlesnb
1 KpoBOXapkaHbe) obpaTtuncs B LieHTpanbHylo paioH-
Hyl0 60NnbHULY, Foe nocne NpoBeaeHusl peHTreHorpa-
¢duKn opraHoB rpyaHoi knetku 6bina 3anoao3peHa no-
iMcerMeHTapHasi MHeBMOHNSA, Ha3HavYeHa aHTubakTe-
pvanbHaa Tepanusi. HecMoTps Ha NPUHSTLIE Mepbl,
cocTosiHMe 60NbHOro yXyaLanocb — Hapacrana cna-
60CTb M ogbllKa, NosiBUIIoCh Gonee 06UNbLHOE KPOBO-
XapkaHbe, PEHTIEHONOMMYECKN PaACLLMPAIUC FPaHULbI
NopaXkeHs Nero4YHo TkaHu. Hepes 3 gHs nocne Havyana
aHTubakTepuanbHOi Tepanuu naumeHT OTMeTUN anu-
304, HOYHO reMaTypum ¢ NaaeHNeM ypoBHS FeMOrno-
6uHa oo 70 r/n. Ewe Yepes 3 gHs pa3sunach aHypus.

24.07.2017 r. nauneHT goctaBneH B BUHHULUKYIO
06nacTHyio KinHu4eckyio 6onbHuUy (OKB), rae KoH-
CUNUYM Bpadei Ha OCHOBaHUN KIIMHNYECKUX SAHHbIX
BrnepBble 3anogo3pun cuHapom Nyanacyepa. C arto-
ro MoMeHTa TedeHne 6one3Hn CTaHOBUTCH KpUTH4e-
CKM BbICTPONPOrPECCUPYICLLIM.

Mpwu noctynneHnn B BuHHMukyio OKB y naumeH-
Ta K. oTMeyanu cnegyiowme naboparopHble nokasa-
Tenn: remornobud 70 r/n, sputpoumnTsl 2,89-10'2/n,
nenkouutbl 9,0-10%/n, nanoukosgepHole — 10%,
CO3 — 20 mmM/4. O6wnii 6enok — 61 r/n, Mo4YeBU-
Ha — 8,0 mMmonb/n, kpeaTUHUH — 94 MKMonb/n, 6un-
ampybuH — 16,6 MKMonb/n, anaHWHaMUHoTpaHcde-
pa3a (AnAT) — 45 en./n, acnaprataMuUHOTpaHcepa-
3a (AcAT) — 38 en./n. B o6em aHanu3e mo4m — 6enok
0,066 %o, aputpouutsl — 20—-30 B N/3, NeAKOLMUTbl —
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6-7 B n/3. Llutonornyeckoe nccneposaHme MOKpO-
Tbl — B Npenapare 3puTpouUTbl, anbBEOSIOUMTDI, da-
roumTbl — Ao 15 B n/3, neiikounTbl — 2—-8 B 11/3, NUM-
douutbl — 0-1 B n/3. MpokanbUNTOHUH — 0,18 Hr/mMn
(Hopma — po 0,5 Hr/mn). Uckniouen Ty6epkynes ner-
kux, BUY, BupycHbiii renatnt B n C, B3ATbl aHanu3bl
Ha aHTUTena Kk 6azanbHbIM rNoMepynsapHbIM Membpa-
Ham. B auHamumke y naumeHTa nporpeccmposana abl-
xaTenbHas 1 NoYeyHas HegOCTaTOYHOCTb, aHEMUA (re-
MornobuH — 60 r/n), HapacTanu nokasaTenu KkpeaTu-
HUHa (80 446 MKMOJIb/N) U MOYEBUHDI (12,1 MMONb/N).
MpoBoounn NHQpyY3NI0 CBEXE3AaMOPOXKXEHHON MIa3Mbl
KPOBW, OTMbITbIX 3PUTPOLMTOB, B CBA3W C NPoOrpec-
CMPOBaHWEM YPEMUUN NPOBELAEHO TPU CEaHCa reMo-
Auanunsa. Bo Bpemsa npebbiBaHus B BuHHUUKoW OKJ1
nauuveHTy npoBeaeHa nyabCc-Tepanusa MeTUINPEaHN-
30/10HOM B no3e 500 mr — 6e3 cyLLLecTBEeHHOIO Kn-
Huko-nabopatopHoro agpdekTa.

Ana panbHeiwero neyeHnsa 60nbHOA peaHNMOo-
6unem Ha BeHTUNAUUKM B CPAP-pexumMe nepeseseH
B KnnHnyeckyto 6onsHULy «Peodanus» (ropoa Knes).

Mpwv NocTynneHnn CoCTOsIHME NauneHTa KpamHe Ta-
xenoe. O6beKTUBHO: ACTEHNYECKOTO TENIOCNOXEHNS,
B co3HaHuK, agekBateH. KoxHble nokpoBbl 6neaHble,
BbICbINaHUA Ha KOXE B flaHHOE BPEMSI U B aHaMHe3e
HeT. CnnaucTtble 06ono4ku uncTole. NMepudepryeckue
numdoyanbl, 4OCTYMHbIE Nanbnaunm, He yBenuye-
Hbl. MbILLbI XOPOLWIO pa3BuTbl, Muanruii HeT. CycTa-
Bbl BHellHe 6e3 naTtonornyecknx uameHeHui. Maum-
€HT ObILUUT Yepes Macky C KUCJIOPOAOM, MPU ee CHS-
TN BLICTPO HACTYMNaeT OLLYLLIEHWEe HEXBATKW BO34yXa.
Sa0, (6e3 mackm) — 72%. Ha AononHWTENbHOW BEH-
Tunaumm B pexume CPAP 1 noaave 70% kucnopo-
ha catypauus kanunnsapHoi kpoeu — 98%. HesHa-
YUTENbHBIA LMaHO3 ry6. SKCKypCUusl rpyAHON KIIETKU
coxpaHeHa. AyCcKynbTaTUBHO: pe3ko ocnabneHHoe Be-
3UKYNSIPHOE AbIXaHWE Ha BCEM NPOTSXEHMM ¢ hoKyca-
MW OTCYTCTBUSI ObIXaHWs, BNEXKHbIE XPUNbl HE BbICTY-
LUMBAIOTCH, Ha BblAOXE PacCesiHHbIe CyXUe CBUCTALLME
xpunbl. KpoBoxapkaHbe. CepaeyHble TOHbI 3BYYHbIE,
naTonorMyeckne LymMbl He BbICYLLUMBAIOTCA. HacTo-
Ta cepaeyvHbIX cokpawieHuih — 88 ya./MuH, Nnpu pas-
roBope BoapacTtaeT a0 100 ya./MuH. AptepuanbHoe
nasneHve —130/90 Mm pT. cT. )KMBOT MArkuin, 6e360-
JIe3HEHHbIN, y4aCTBYET B aKTe AbixaHus. [e4yeHb BbiCTy-
naet ua-nog kpas pebepHoii ayrv Ha 1,5 cm. Manbnu-
pYeTcsa HUXHWIA Kpaii ceneseHk. OTpesku KULLIeHHMKa
6e3 ocobeHHocTel. CTyn 00 AByX pas B cyTku 6e3 na-
TONOrM4ecKux npumecein. AHypus. OTEKN Ha HUXHUX
KOHEYHOCTSIX OTCYTCTBYIOT.

MauuneHTy 66110 NPOBEAEHO KOMMNIEKCHOE obcne-
AoBaHWe ons YTouHeHus anarHosa. lMpw ynbTpasByko-
BOM MCCNe0BaHMM opraHoB 6pIoLLIHOM NONOCTU: pas-
Mepbl NpaBoii Novkn 127x54 mm; nesoii — 140x58 MM,
rnapeHxumMa TONLLMHON B NpaBon nouke — 17 mm, B ne-
Bo — 19 MM, auddepeHuMpoBaHHas, KOPKOBbLIN
cnoi audPy3HO NOBbILLEHHOM 3XOreHHOCTU; He6ob-
LIOE KONNYECTBO CBOOOAHOM XMAKOCTUN BO pnaHKax.
Oxokapauorpadus: 6e3 cyLecTBeHHbIX UBMEHEHUN,
®B — 60%. KnanaHHbiii annapat 6e3 usmeHeHni, no-
Ka/lbHbIX HapyLUEHWI COKPaTUMOCTH, NPU3HAKOB Jle-
rO4YHOW rMNEepPTEeH3UU U HaN4YKs CBOBOAHOM XXMOKOCTU

B NOJIOCTU Nepukapaa He BbisiBNeHo. JlonniepoBckoe
MccneaoBaHne CocyaoB BEPXHUX U HUXKHUX KOHEYHO-
cTet — 6e3 AMarHoCTNHECKU 3HAYUMbIX CUMMTOMOB,
MynbTucnupanbHas KOMMblOTEpHaa ToMorpadusa
(MCKT) opraHosB rpyaHoii knetku ot 31.07. 2017 . —
Ha aKkCUuasbHbIX N KOPOHaNbHLIX KT-cpesax o6oux ner-
Kux cy6TOoTanbLHO, KpOMe caMbix KpaitHux nepudepu-
4Yeckux OTAENOB, onpenensieTcs 3Ha4YUTeNlbHoe CHU-
XeHune NHeBMaTu3aLmm Iero4HON NapeHXmMMbI No TUMy
«MaTOBOro CTeK1a» U anbBeosIIPHOrO KOMMOHEeHTa
(anddysHoe anbBeonspHoe kposousnusHue). MNpo-
XOOUMOCTbL TpaxeoBpPOoHXMaNbHOro gepeBa He Hapy-
weHa (puc.la-r).

C uenbio auddepeHumnanbHON anarHOCTUKU NPO-
BeOeHbl cneayiouine nabopaTtopHbie 1 UMMYHOIOM -
4yeckme uccnenoBaHus:

® AHTHMHYKNeapHble aHTuTena lgG (ANA) 0,24 (He-
raTmeHbli npu <1,0).

e OcMOTHMYECKaa PE3UCTEHTHOCTb SPUTPOLUTOB:
min 0,50% (Hopma — 0,48-0,46), max 0,30%
(Hopma — 0,34-0,32).

e [potenHasa-3 (PR-3), aHtutenalgG <0,2 (Hera-
TUBHbIA npu <1,0).

e Munenonepokcugasa (MPO) antutena IgG <0,2
(HeraTuBHbIN Npu <1,0).

* G-6-FDG (rmoko3so-6-¢pocharaerngporeHasa)
22 Ep/r Hb (Hopma — 6,6-17,2).

* MImMyHorpamma: neikountol — 18,9-10%/n, num-
douutbl — 1,56-10%/n (8,3%), T-numdouunThl
(CD3+) — 0,59-10%n (38,1%), T-xennepsl
(CD4+) — 0,33:10%/n (21,5%), T-cynpeccopbl
(CD8+)—0,14-10%/n(9,2%), NK-knetkn (CD16+
u CD56+) — 0,13-10%/n (8,6%), B-numdoumnTsl
(CD19+)—0,76-10°/n(48,8%), ULUK—9 ycn. en,,
IgG — 6,36 r/n, IgM — 3,5r/n, IgA — 1,42 r/n.
Habnionaetca numgoneHusi, ymeHbLUEHUE KO-
nuuyectea T-numobouuTos 3a cyeT CD8+, Bbico-
K1 ypoBeHb B-numdpoumtos (CD19+) — 48,8%
(Hopma — 5-17%; 0,07-0,37-10°/n), cHWXeHune
ypoBHs IgG v nosbilweHne IgM, CHXeHue KOM-
NneMeHTapHoI aKTUBHOCTU CbIBOPOTKN KPOBU
(40 npu Hopme 54,9-67,5).

MoBTOPHO B3ATHI aHaNU3bl Ha aHTUTena k 6asanb-

Hoii MemBpaHe rnomMepynsipHOro annapara.

Mo obwemy aHann3y KPOBU OTMeEYaNMn TaAXe-
nyo aHemuio (konebaHma remornobuHa ot 65 r/n
no 80 r/n), HECMOTPA Ha OTCYTCTBME BUAUMbIX UC-
TOYHUKOB KPOBOTEYEHUSA, CKYOHOe KPOBOXapKaHbe
M NpoBeAeHNe MOCTOAHHbIX reMoTpaHCchy3uii. AHe-
MUYecKkas naHenb naboparopHbIX UCcnenoBaHuii: ¢o-
nueBas kucnota 1,4 ng/mL (3,1-20,5 ng/mL), Buta-
MuH B,, 302,0 pg/mL (187,0-883,0 pg/mL), depprtmH
>1500 ng/mL (28,0-365,0 ng/mL), xxene3o B CbLIBO-
poTke kpoBn — 14,2 MKMONb/N, 3PUTPONOSTUH —
192,0 miU/mL (5,4-31,0 miU/mL). Npsimas n Henps-
Mas peakumm Kymbca — oTpuuaTenbHbie.

Otmevanu anypuio 6e3 No3UTUBHBLIX CABUIOB, NPO-
BOAWIN 3aMECTUTESIbHYIO MOYEYHYIO Tepanuio — UHTep-
MUTUPYIOLLME reMoamanuabl Ha annapate AK 95, anoaa-
Hee HenpepbIBHYIO (48 YacoB NoAPSAA) 3aMeCTUTESLHYIO
noyeyHyio Tepanuio Ha annapare «Prizmaflex»: yposeHb
MOYEBWHbI 28 MMOJb/N, KpeaTUHWH 566 MKMonb/nN, Ka-

YKPATHCbKWUA PEBMATONIOTIYHUIA XYPHAN » Ne 1 (71) » 2018



NIKAPIO-NPAKTUKY

Pwc. 1a—r. NanHbie MCKT opranos rpyaHeii knetku nauuenta K. o1 31.07.2017 r. go Hayana HMMyHOCYNpeCCHBHO# Tepanuu. Ha akcuanbHbIX U KO-
poHaneHpIx KT-cpeaax 060Mx nerkux cy6ToTansHo, KpoMe CaMbix KpaiiHHx nepudepuyeckux OTAEN0B, ONpeAenseTcs 3HaYMTeIbHOe CHUXEHUe NMHeB-
MaTU3aLMK NIErOYHOI NapeHXMMbl N0 TUMY «MaTOBOTO CTEKNA» U aNbBEONSPHOrO KOMNOHeHTa (anddyaHoe anbeeonspHoe kpoBouanusHue). Mpoxo-

AVMOCTb TPaxeo6pOHXMANLHOIO lepeBa He HapylueHa

i 4,7 mmonb/n, HaTpuid 132 mmonb/n. Obwimii 6e-
nok 43 r/n; anbbymuH 29 r/n; 6Gunmupy6buH oGLumii
17,7 mkmonb/n, rmokosa 7,0 mmoinb/n. NpoBoaynm Tak-
e nocrosHHyio CPAP-Tepanuio Ha annapare «Draeger».
CocTosiHne 601bHOr0 OCTaBaIOCH TSKEbIM BCIEACTBME
MOYEYHOW U AbIXaTeNbHOW HEAOCTATOYHOCTH, KOTOPbIE
B AUHAMWKE NPOrpeccupoBasin.

B oxuaaHnm pe3synbTaTta aHaNm3a KpoBW Ha aHTUTe-
nak 6asanbHoi MemBpaHe NoHedHbIX KNyBo4KoB, No pe-
3ynbTaTaM KOHCYNbTauuii CNeLnanucToB U KOHCUNY-
MOB C Y4E€TOM COYETaHWA JIErO4HOA U NOYE4HOI NaTo-
JIOrMK, HANM4YNS KPOBOXapKaHbs, MPOrpPeccupyloLero
Te4yeHus 3a60neBaHNsa C Pa3BUTUEM AbIXATENbHOW U MO~
Ye4HO HEAOCTATOYHOCTEN, CyBTOTaNIbHOMO NOPAXKEHUS
nerxkux, no aaHHbim MCKT, oTCyTCTBUA APYIrMX CUCTEM-
HbIX NposisneHui [12] nauyeHTy K. 6b11 ycTaHOBREH
npeaBapuTesnbHbIiA AMarHo3 «CMHapPom Nyanacyepas.

Bblsia Ha3Ha4YeHa CUHXPOHHAs KOMOWHUPOBaH-
Has NynbC-Tepanua: NocieaoBaTesibHble CeaHChl Ka-
ckagHoW nna3mogunbTpauum Ha annapare «Spectra
Optia» ¢ ncnonb3oBaHUeM KackagHbIX NaasmModpuib-
TpoB «Evaflux 2A20» (c 06paboTKoi1 3a KaXablil ceaHC
no 1 OLN) yepe3 pneHb N2 3 ¢ nocneaylowmMm BBEeae-
HueM uuknodocdana 800 Mr n MeTUNNPeaHN30N0HA
no 1000 Mr B Te4eHue Tpex aHel BHYTPUBEHHO. [Mo-
che 3aBepLUeHUst Nysibc-Tepanun — Nepexos Ha nep-
opasibHbliA NPUeM FNIKOKOPTUKOMAOB B 103€ 32 M,
a nosgHee — 48 mr/cyt. OAHOBPEMEHHO NPOBOAUNU
CMMNTOMAaTMYECKYIO TEpanuio, Ie4eHne apixatenbHOR
M NO4Y€4HOM He[OCTaTOHYHOCTU. [0 MHEHMIO MHOTUX UC-

cneposarteneil, MMEHHO codeTaHue nnasmadepesa,
uuknodochaMmnaa v rioKOKOPTUKOUAOB C Nocneayio-
LLIMM NepexooM Ha ankKunupylowmin MIMMyHoaenpec-
CaHT ABNSAETCS 30JI0TbIM CTAaHAAPTOM Jie4eHUs nauun-
€HTOB ¢ cuHpgpomom Nygnacyepa [19, 26].

Mocne npoBefeHWUs1 CUHXPOHHOW KOMOBWMHMpPOBaH-
HOW NynbC-Tepanuu cocTosiHne 60NLHOrO NPOAOI-
XaJ10 0CTaBaTbCH TAXENbIM: COXPaHS/IMCb CUMMNTOMBbI
ObIXaTeNbHOW U NOYEYHOW HeOCTaTO4HOCTEN 6e3 no-
3UTUBHOW AMHAMUKWN, KPOBOXapkaHbe Nepnoauyecku
C yCcuneHueM, HapacTas aHeMU4eCKUA CUHAPOM, Npu-
coeavHunach TpombouuToneHus, noTpeboBaBLLas He-
OHOKPaTHLIX NepenueaHuii TPOMOGOLIMTapHON Macchl,
Habnoaanacb 3Ha4MTeIbHadA runonpoTeMHemus. Ju-
HaMuka nokasarenei obLero aHanmsa Kpoeu npea-
cTasneHa B Tabn. 1. JuHamMuka nokasaTenein 6noxu-
MWYECKOro aHann3a KpoBu nNpeacTasneHa 8 tabn. 2.

06.08.2017 r. nony4yeH nepBblii aHaNIN3 aHTUTEN
IgG k 6asanbHO MeMBpaHe rnoMepyJsISpPHOro ar-
napata (GBM) ot 27.07.2017 r. — 4,2 AU (HeraTtus-
Hbllii npu <1,0). MoBTOpHLIK aHanna (ot 02.08.2017T.)
npoaemMoHcTpupoBan 6onee BbICOKWIA NokasaTenb —
5,2 AWU. Nony4eHHbIe MUMMYHONIOrMYECKMEe AaHHbIe MNOo-
3BOSIMNN NOATBEPAWTL AMArHO3 cMHapoma lNyanacyepa.

Takum 06pa3oM, Ha OCHOBaHUN U3ONIMPOBAHHOIO
HETOKCUYECKOro N HEMHGEKLIMOHHOTO NOPaKeHNs ABYX
OpraHoB — JIerknx 1 No4ex no Tuny GuICTponporpeccu-
pYyIOLWEro reMaTypu4eckoro rnoMepynoHedpura u re-
MOpParn4eckoro ajbBeosINTa, BbICOKME TUTPbI aHTU-
Ten k 6asansHO MembpaHe rnoMepynsipHOro annapa-
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Ta (aBaxabl), OTCYTCTBME NOBbILUEHUS TUTPOB APYrnx
aHTUTEN, cneurdUYHbIX AN CUCTEMHBIX 3aboneBaHuii
COEAMHUTENbBHON TKaHN N CUCTEMHbIX BACKY/IMTOB, Na-
ureHTy 6611 YycTaHOBNEH anarHo3: CuHapom Nyanacye-
pa, ocTpoe TeyeHne, aHtn-GBM-no3nTuBHbINA, C nopa-
XKernem nerkmx( remopparn4eCcKknii a/bBeosnT, 1eroy-
Hasi HEAOCTaTOYHOCTL 3-# CTeneHun, KOpPUrnpoBaHHas!
CPAP-tepanneii), noyex (6biCTpONporpeccnpyowmii
rrnomepynoHepput, anypus ¢ 27.07.2017 r., ypemus,
KOppUrnpoBaHHasi NPOJIOHI MPOBAaHHOM 3aMeCTUTE b-
HOU Tepanueii Ha annapare «Prizmaflex»). BropuyHas
aHeMusi, TPOMOOLINTONEHMS!.

Tabmwya 1
Lwnamuka nokasareneil obuero ananu3a kpoBu naunenta K.

g R ¥
= 2 -
it i 2ii it
E - o 3 3 E
= BR EE- T E £ 28 8 28 o
2" o o 8 X Fr X O ¥ T O
® 3= 3 2388 F2°
e 8 5 & =
= = 8
28.07.2017 23 75 194 227 9 81 - O 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
TaGnuya 2
Jinnamuka nokasareneil GuoxuMu4eckoro
aHanu3a kposu naumenta K.
JLlaTthl HCCNefoBaHMiA
M~ M~ M~ M~
o o o o
BHoXMMHUecKHe noKasaTenu 3] ] ] ]
M~ [--} [--} [--}
(-] o o o
- 1:
('] (-] (-] -
06wwii 6enok, r/n 59,5 46,8 39,8 46,8
AnbOymuH, r/n 39,3 32,4 26,4 32,1
MoueBuHa, MMOnb/n 39,3 21,7 17,27 40,94
KpeaTuHnH, MKMONb/N 489 487,5 423,31 568
MoueBas KuCnoTa, MKMOb/n 327 216,7 1942 3028
XonectepuH o6wmit, MMonb/n 57 6,2 6,4 6,7

Bunupy6uH 061wmiA, MKMONb/N 42,4 17,7 16,7 17,3

AnAT, en./n 9,2 5,1 32,6 29,1
AcAT, ea./n 60,5 27,5 33 38,8
Harpuii, mmonb/n 127 135 131 134
Kanuit, Mmonb/n 4,8 4,6 3,78 5,27
KanbLui MOHW3MPOBAHHLINA, 1,16 1,2 1,17 1,12
MMOJb/N

Kanbuuii o6wmii, MMonb/n 2,42 2,3 2,24 2,28
ioK03a, MMONb/N 7,2 7,0 5,6 57

OCHOBBIBasICb Ha KPUTUHECKWN TSXKENOM COCTOSI-
HUK NALMEHTa, KPUTNYECKOi 3aBncumocTtn ot CPAP-
Tepanuu, KpUTU4EeCKU HN3KOM ypoBHe Tpomboumn-
TOB {48-10°/n), BLIP2XKEHHOW aHEMUWU (reMOrno6uH —
64 r/n), 6610 NPUHATO pelleHne BO3aepXaTbcs
OT NpoBeaeHns GONCUN NOYEK N NETKKX.

MauwneHTy, 6e3ycnoBHo, 6bina NokasaHa Tepanus
unknogpochaMmnaomMm Mnm asaTMONPUHOM COYETAHHO
C rNIOKOKOPTUKOWMAHOW Tepanwveil, 0aHako ee npose-
JeH1e BO3MOXHO TONMbKO NOCAe AOCTWKEHUSI YPOBHS
TpoMGoumToB >100-10%/n. MO3TOMY KOHCUNUYM NPK-
HAN pelweHne Ha dOoHe NPOAIKAIOLLIENCS peaHnMa-
LIUOHHOW XXM3HENOoAOEePXUBAIOLLIE Tepanvn BEPHYTb-

CS1 K UMMYHOCYNPECCUBHOMN Tepannn: NPoOBECTU MYbC-
Tepanuio MetunnpeaHmnsonoHomMm no 1000 mr 5 gHeiA
noapsia c NepexofoM Ha NepopasibHyIo 03y 64 Mr/cyT.
BBray HEBO3MOXHOCTH NPOAOIDKEHUSI NEYEHUSI LUKIO-
docdamMmaom M3-3a LMTONEHMM B Ka4eCTBE MUMMYHO-
cynpeccopHoro areHTa 6610 peLleHo NPUMEHSITL py-
Tykcumab, KoTopsiii Aoka3an cBolo 3¢hpdEeKTUBHOCTb
npv AHLIA-accouuMMpoBaHHbIX CUCTEMHbIX BaCKyn-
Tax [24] n BonyaHo4yHOM HedpuTe [4, 17]. ObocHoBa-
HWeM Ang NpUMeHeHust putykcumaba npy cuHapome
l'yonacyepa siBUNNCb OaHHbIE IuTepaTypsbl, onncaHne
KIWHWYeckux cnyvaes [3, 19, 27], a Takke nosbiLLeHUe
y naumenTa K. yposHs CD19+ 6onee yem BABOE, BLICO-
KWiA ypOBeHb aHTUTEN K BasanbHOo membpaHe rnomepy-
napHoro annapata (aHT-GBM-aHTuTen), HeappekTma-
HOCTb NpeabiayLLe MMMYHOCYNPECCUBHOW Tepanuu.

B 2002 r. K. Arzoo 1 coasTopbl [5] coobLumnu o npu-
MeHeHun putykcnumaba ana neyeHus naumeHTa ¢ pe-
LMOVBMPYIOLLMM CMHAPOMOM Nyanacuyepa, KOTopoMy
nepeoHaYanbHO NPOBOANAN TPAJULIMOHHOE NeveHne
unknodpocdhammaom. MNauneHtT nony4mn WecTb He-
AenbHbiX 003 puTykcumaba ¢ BbipaXKeHHbIM ynydLle-
HWEM CMMMNTOMOB U uc4eaHoBeHnem GBM-aHTuTen
B kpoBu. CoobLwanock Takke, 4To y 601bHOro co-
XpaHsnacb pemuccus yepea 10 mec nocne neyeHus.
E. Wechsler n coasropsl (2008) [28] coobLumnm o npu-
MeHeHun putykcumaba ona nedeHms naumeHTa ¢ no-
3uTuBHEIM GBM-cTatycom 1 BUY-nHpuumpoBaHmnem,
KOTOPbIA BOCCTAHOBW MOYEUHYIO (PYHKLIMIO C UCHESHO-
BeHneM aHtuten npotueB GBM nocne neveHust rnioko-
KOpTUKOMAaMn, MukodeHonata MoheTUnom n puTyk-
cumabom. Y. Shah u coastopsbl (2012) [23] coobumnm
O Tpex cnyyasix, Korga putykcnmab npumeHsnuv ans ne-
YyeHusi npu cuHapome MNyanacyepa. B onvcaHHbIX Cny-
yaax y ABYX U3 TPex nauneHToB oTMedeH bnaronpuat-
HbIA UCXOA MNOYEYHON HeAOCTAaTOYHOCTU, U Y BCEX TPpeX
60nbHBIX NOCNE NeYeHWs He BbisSIB/IEHb] MATONOMMYeckue
yposHu GBM-aHTTEN. B OQHOM ciy4ae nauyieHT ma-
HaYanbHO MMEN TSKENYIO NOYEYHYIO HeAOCTaTOYHOCTb
n TpeboBan ouannaa; NepBoOHaYaIbLHO eMy NPOBOAUIM
JleyeHre ogHOKpPaTHOW no30ii uuknodocdammaa, a 3a-
TeM OH 6bin NnepekniodeH Ha pUTykcMmab KM3-3a UMTo-
neHun. Xots ypoBHu GBM-aHTuUTEN UCHE3nU, NauneHT
ocTaBasics AMann33aBncMbIM. Elle B 0ogHOM Hepas-
HeM 1ccneaoBaHnM coobLuanoch O NauyeHTe ¢ aHTU-
GBM-60ne3Hbio, Y KOTOPOro passunack TpombouuTo-
rneHun4yeckas nypnypa Ha CTaHaapTHOM Cxeme TPOAHOM
Tepanun. Korpga naumeHT 6b1n nepeseneH ¢ umknodoc-
damuoa Ha puTykcumab, ero KnnmHu4eckoe cocTosi-
HWe CYLLEeCTBEHHO YNy4YLUIWNOCb, YPOBHU aHTU-GBM-
aHTUTEeN He ONPenensiNINCh, XOTA NALVEHT Tak M HE BOC-
CTaHOBWJ1 NOYEYHYI0 yHKUMIO [25].

HanbonbluuniA onbIT NpUMeHeHnsa putykcumaba —
y 8 naumeHToB (2 My>4MH, 6 XXEeHLUWH, CPeaHUIA BO3-
pact — 26 = 13,1 roga) onucaH B pabote M. Touzot
1 coaBTopos (2015) [27]. Bce naumeHTbl MICXOAHO No-
Jyyann MMMYHOCYNPECCUBHOE ieyeHue unknogocda-
MWOOM, MIIOKOKOPTUKOMaamm n nnasmadepes. Tepa-
nus putykcumabom Bbina HavaTa B TEHEHME ABYX Me-
CAILEB Nocie yCTaHoBNeHUs AMarHo3a. Bce nauneHTol,
KPOME OOHOro, NOAy4MIn 4 exxeHeaenbHbIX A03bl PU-
Tykcumaba 375 mr. MNonHas pemuccusa Habnioganack
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y 7 13 8 naumeHToB, B OCHOBHOM 4epes3 3 MecC noce
Tepanun putykcumabom. Mocne HabnoaeHus naum-
€HTOB B Te4yeHue 25,6 mec (ananasoH — 4-93 mec)
BblXMBaEMOCTb 60nbHbIX cocTaBuna 100%, ogHako
nprMMeHeHWe puTykcumMaba He yny4ylunno CKopoCTb
kny6o4koBOi punbTpauuun. AHtutena npotus GBM
OCTaBa/IMCb HeonpeaensieMbiM1 y BCexX naumneHToB
B Te4eHue Bcero nepuoaa HabniogeHus.

MauueHTy K. 6bina npoBegeHa MHPY3US PUTYKCK-
maba no 1000 Mr apaxabl ¢ 2-HeAeNbHbIM NepepbIBOM
mexay seegeHnamn (15.08.2017 r. n 01.09.2017 r.)
Ha ¢$OoHe NPOoJoMKAIOWENCH Tepanun nepopanbHbl-
MU FIOKOKOPTHKOMaaMu. OTMeYeHo CyLLLeCTBEHHOe
yNydLLIEHMe KaK KIIMHUYEeCKOro COCTOSIHUA NauuyeHTa,
Tak n nabopaTopHbIX Nokasatenei. Y 60/LHOro octa-
HOBWMJIOCb KPOBOXapkKaHbe, BO30OHOBMIACHL CNOCco6-
HOCTb K CMOHTAaHHOMY AbIXaHWIo (NauneHT 6bin oT-
knoyeH oT CPAP-Tepanun Ha 5-i1 aeHb nocne nepBoii
UHpY3umn putykcumaba), B TOM yucne npy o6bIYHbIX
$u3nyeckmx Harpyakax, ucHesna ogplllika B nokoe
1 nNpu GpU3n4eCKon Harpyske, Npu ayckKynbstauum ner-
KWX — OTCYTCTBUE NaTONOrM4eCKNX 3ByKOBbIX DEHO-
MeHoB. HopmanusoBascsi ypoBeHb TPOMOOLUTOB, BO3-
POCAN KOINHECTBO 3PUTPOLMTOB U YPOBEHL FreMOrj10-
61Ha, NOBTOPHBIM aHanNU3 KPOBKU Ha aHTuTena k GBM
(ot 30.08.2017 r.) 3admkcupoBan nx OTCYTCTBME.
Tak, B o6Liem aHannae kposu oT 01.09.2017 r.: apu-
TpouuThl 2,69-10'2/n, remorno6uH 92 r/n, neiikouu-
Tbl 8,9-10%/n, TpOMGoOLMTLI 141-10%/n, COD 3 MM/u.
B umMyHorpamme Takke rnpousoLwiv No3uTUBHLIE
coBurn: neikountol — 14,2-10%/n, numepounTbl —
1,16-10%/n(8,2%), T-numdouuTbl (CD3+) — 1,07-10%/n
(92,1%), T-xennepbl (CD4+) — 0,74-10%n (63,5%),
T-cynpeccopbl (CD8+) — 0,33-10%n (28,8%), cooT-
HoweHune Tx/Tc — 2,2, B-numdbouutbl (CD19+) —
0,002-10%n (0,2%), UMK — 27 ychn. en., 1IgG —
6,75 r/n, IgM — 1,02 r/n, IgA — 0,76 r/n. BoipaxxeHHoe
yMeHbLLeHne konuyecTtsa B-numpoumntos (CD19+)
NpPakKTU4eCckKn OO HyNs B COBOKYMHOCTU C UCHE3HOBe-
HueM aHTn-GBM-aHTuTen yxxe yepes 2 Hepg nocne nep-
BOW MHDY3MM puTykcumaba oTpaxaeT 6bICTPO HACTy-
NMMBLUMIA B-knNeTo4yHo-aenneymnoHHbI apgexT npe-
napara, CbirpaBLLWIA KIIOYEBYIO POJIb B PaaUKaibHOM
U3MEHEHUWN KNMHUYECKOM cuTyauun. MNpu KOHTPOIb-
HOM npoBeaeHun MCKT opraHOB rpyaHOM KneTku Ha-
6niopanacb pasntenbHas NO3NTUBHAs AMHaAMMUKa UH-
buUnbTPATUBHLIX U3MEHEHWIA, CUMIMTOM «MaTOBOrO
CTeksa» 3Ha4yMTeNbLHO perpeccyupoBal: OTMe4anoch
YMEHbLUEHUE BbIPQKEHHOCTH allbBEONIIPHOIO KOM-
NMOHEHTA W NOSIBIEHNE YNJIOTHEHUS MEXAO0NEBbIX Ne-
peropoaok, 4To GOPMUPYIOT yHacTKu HepaBHOMEpP-
Horo ¢pmnbposa nerkux (puc. 2a-g). OgHaKO yHKUMSA
no4ek He 6blna BOCCTAHOBNEHA, NaLMEHT NPOAOIKan
npoOxXoauTh CeaHckl remoanannsa. beina chpopmMmupo-
BaHa apTepuoBeHo3Has pMCTyna, naumeHT noaroTos-
JIeH 4ns NPOX0XAeHUs MPOrpaMMHOro remoaguannsa
No MEeCTY XWUTeNbCTBa.

MauueHT K. 6bin BEINWCAH M3 cTaumoHapa KnuHm-
yeckoW 6onbHUUbI «PeodaHuna» YA 14.09.2017 r.
B cTabunibHOM COCTOSIHUN 63 NPU3HAKOB AbiXaTeslb-
HOIA HEQOCTATOYHOCTU C HEOBXOAUMOCTBIO NMPOAOII-
>XEHUS NOYEeYHO-3aMeCTUTENIbHOM Tepanuun. NauneHT
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NPOAOMKAN NPUHUMATbL METUNNPEAHU30NOoH 48 Mr/cyT
C NOCTeneHHbIM CHUXEHWeM A03bl, Npenaparbl Kasb-
LMs ¢ BUTAaMUHOM D,, HeppONPOTEKTOPHYIO TEParuIo.

B HacToflWee BpeMsa nauuveHT npogonxaeTr
Nno4Ye4yHO-3aMeCTUTENLHYIO Tepanuio, paccMaTpurBa-
€TCS BOMPOC O TPaHCMaHTauMn NOYKK.

JlaHHbIA KNMHWYECKWUIA Cly4Yal AeMOHCTPUPYET pas-
BUTUE ObICTPONPOrPECCUPYIOLLIMX MOPAXKEHWUI Nerknx
W NoYeK, NPMBeALINX KPUTUHECKOMY COCTOSIHUIO na-
LMeHTa, OCTPOM ApixaTeNbHOW U NOYEe4YHOW HepocTa-
TOYHOCTM B TedeHue 10 gHeit oT MOMeHTa obpalleHust
3a MegVUMHCKOM nomMoLlbio. Heo6xoaMmMo oTMETUT,
yTo cuHApoMm Nyanacyepa 6bi1 3aNoA03pPeH B CaMOM
Havane sabonesaHus, 4To noTpeboBano o6ocHOBaH-
HOrO HEOTJIOXHOIrO Ha3Ha4YeHUs akKTUBHOW Tepanuu
UMMyHocynpeccaHTamn. CornacHo AaHHbIM nuTepa-
Typsl [11], npMMeHeHne TPOWHON Tepanumn — rniasma-
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Puc. 2a—s. [NaHnne MCKT opraHoB rpyaHoi knetku nauuenta K.
ot 23.08.2017 r. nocne npoBeaeHus nepBoii MHdY3uu putykcumatba. Ot-
MEYaETCs YMEHbLIEHHE ANbBEONSIPHOTO KOMIOHEHTA W NOSIBNIEHUE YINIOTHE-
HUSi MEXZ0NEBbIX NEPEropofoK, YTO HOPMUPYIOT Y4aCTKH HEPABHOMEPHO-
ro ¢pu6po3a nerkux. B auHamnke — aHauuTensHoe ynydiwexue KT-kapTuHi
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depes, rnokokopTukouasl U uuknogpocdamma — rno-
3BONSIET CYLLECTBEHHO YNYULLUMTb NPOrHO3 NPU CUH-
apome N'yanacyepa. B paHHOM cny4ae aTta Tepanus
okKa3anacbk HeapPEKTUBHOM, KDOME TOr0, pa3BMBLLIAS-
cs1 (BEPOSITHO, BCNEACTBUE NPUMEHEHUs Lmknogocda-
MUOa) KPUTUHHaA TpoMBoLMTOoNeHUs caenana HeBo3-
MOXHbIM fanbHelrwee NPUMeHeHNe LIUTOCTaTUYeCKuX
MMMYHOCYNpeccaHToB. B Takol cuTyaumm «Tepanueit
oTyasiHMA» IBMNOCh npuMeHeHue off-label npenapa-
Ta pyTyKCcumab, cnocoBHOro okasblBaTb pagukaibHoe
BO3AEMCTBUE Ha KNTIOYEBbIE MEXaHU3Mbl MMMYHOMAaTO-
reHesa — yaansTb aKTMBMPOBaHHble B-kneTkn, npo-
AyLMpYIoLLWe OTBETCTBEHHbIE 3a NOYEYHO-/IErOYHbIE
nopaxeHuss aHTu-GBM-aHTuTena. Tepanus puUTyk-
cvmabom, NpoBeaeHHas B NepBblit MecsiL, OT MOMEH-
Ta YCTaHOBNEHMs AnarHo3a «CMHapPoM N'yanacuepas,
cnoco6cTBOBana NO3NTUBHOMY NepesioMy B TeHeHUKU
6one3Hu, NPaKTU4ECKU NOSHOK peBepCcUn nopaxe-
HUSI NIEMKUX, YCTPAHEHWIO XN3HEYrpoXaloLwein LTo-
NeHNUN U, B KOHEYHOM MTOIre, COXPaHEHWIO XWU3HU na-
uneHTa. Kak n B psige Apyrmx KiMHuM4eckmnx Habnio-
aenwuid [20, 21, 23, 25, 27], neyeHne puTykcumMabom
oka3anocb HeadPEKTUBHLIM B NiiaHe BOCCTaHOBIE-
HUS PYHKLMUK NOYEK.

ABTopckuii konnekTus, Bpayn KnunHu4eckoii 60/1b-
Huubl «DeogaHus» BbICKA3bIBAIOT UCKPEHHNE C/I0Ba
6naroaapHoctu Bpadam BunHuukoii OKB 3a npose-
AEHHble nevebHbie N ANarHoOCTUYeCcKne Meponpusi-
THs1, CTABUAN3aUMNIO COCTOSIHUS NauneHTa npu nosd-
roToBKEe K TPaHCNopTUPOBKe, npogeccopy BuHHNL-
KOro HaumnoHasibHOro MeguLUMHCKOro yHuBepcuTeTa
um. H.W. Nuporosa H.A. CTaHncnas4yKy 3a METKO Bbi-
CKas3aHHOE rnpeanonoxeHue o cuHapome lyanacyepa
Ha paHHe# cTaann 60/1e3HN TOJIbKO N0 KITMHUYECKUM
nokasaresisim (6e3 UMMYHOJIOrMYEeCKOro noATBepX-
JeHUs1); 3aMeCTUTESNIO IT1aBHOIro Bpayva KinHn4yeckoini
6onbHuLbl «eopanus» A.H. CTpOKaHI0 3a MO3roBo#
LUTYPM M @HAJTN3 TATEPATYPLI 1o Nnpobaeme; 3aMecTu-
TesI0 rnaBHoro Bpaya KnnHnyecko 60/1bHuLbI «Peo-
¢aHus» B. 0. CakyHy 3a o0LLee pyKOBOACTBO KOJI/1EK-
TUBOM ¥ OPraHn3auunio MeAULIMHCKONM noMOLLM, PO~
peccopy HaunoHanbHOW MeANLNHCKON akaaemMun
nocneannnioMHoro obpasoBanus um. N.J1. LLlynuka
.. eaHOBY 3a noaTeBepxaeHne aumarHosa 6o1e3-
Hu l'yanac4epa v onpenesneHne TakTUky BeLeHUs;
KaHauaaTty MeanuuHcknx Hayk, aoueHty C.A. Poro-
BOW 3@ KOHCY/IbTaTUBHYIO MOMOLLb B MOArOTOBKE na-
LMNeHTa K rniiaHoOBOMY reMoauanniy n onpeaeneHuio
obbemoB He(pPONPOTEKTUBHOM Tepanuu; KaHanaaTy
MeOnLMHCKNX HayK, Bpa4dy oTAe/leHns MHTepCcTuLmn-
anbHbix 3aboneBaHnii nerknx MHCTUTyTa nysIbMOHO-
noruun n prnsnatpumn um. P.I. dHosckoro O.B. Lla-
APVHOV 32 NOMOLLb B npoBegeHnn anpoepeHumnasio-
HOro AnarHo3a v OLeHKE CTENeHU MOPaXeHUs1 IErKuX;
BceM Bpadam, KT0 NpuUCcoeauHNIICS K JIe4YeHuio nawm-
€HTa, K NPOBEAEHUIO KOHCUJIMYMOB, 38 UHTEJIEKTY-
a/1bHYIO NMOMOLLb B YCTAHOBIEHUN AnarHo3a v Boibo-
pe MeTogoB sieveHust. brnarogapsi COBMECTHOMY MYJib-
TUANCLNIIMHAPHOMY NOAXoAY K BeAEHu0 60/1bHOro
u BceobLeit noagepxke naLuneHT XuB, Npoao/KaeT
CeaHCbl No4YeYHO-3aMeCTUTE/IbHOM Tepanun rno Me-
CTY XUTEJIbCTBA.
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YCMIWHE NIKYBAHHA CUHAPOMY
NYANACYEPA PUTYKCUMABOM:
OMNMUC KNIHIMHOIO BUNALAKY

1.1O. lNonosay, O.5. fipemeHko,
B.MN. Crensmaiyyx, B.M. Mariiiko, T.M. Yinko,
O.B. Kopoues, 0.M. Muxanb4yeHkKo,
1.C. M’sacHunii, J1.B. Muxanscbxa

Pesiome. OnucaHoO KliHiYHWI BUNAaA0K YCrIiLLIHO-
ro 3acTocyBaHHsI pUTykcumaby y natjiceHTa 3 Tsx-
kM nepebirom cuHapomy l'yanacyepa. Xsopuii
roCTYnNnB A0 KJIHIKN Y BKPaui TAXKOMY CTaHi 3 iBYI-
wamy BUPaXXeHoI AuxanbHOI Ta HUPKOBOI HeAo-
CTATHOCTI, WO BUMarany rioCTiiHoI pecnipaTop-
HOI NiaTPUMMKY Ta NPOBENEHHs remonianiay. Lia-
rHo3 «cuHapom l'yanacyepa» 6yn0 BCTaHOB/IEHO
Ha nigcrasi i30/1bOBaHOIr0 YPAaX€EHHS NereHb i Hy-
POK 3a TUINOM LUBVAKONPOIrPECyo4Yoro rnoMepy-
NIOHePUTY i reMopariiHOro anabBeOoJIITy, BACOKUX
TUTPIB aHTUTIN [0 6a3aibHOT MeEMOPaHU rnoMepy-
NIAPHOro anapary (4Bidi), BigCyTHOCTI NigBULLEH-
HSl TUTPIB iHLLIWX &HTUTIN, cneyn®ivHux 4ias cuc-
TEeMHUX 3aXBOPIOBAaHb CrIOYYHOI TKAHUHU | CUC-
TeMHoro Backynity. lNauieHty 6yna npoBeneHa
CUHXPOHHAa MynbCc-Tepartisi 3 noganbluyiM 3acTo-
CYBaHHSIM KackagHoi nnasmoinsbTpauii, umkio-
docpaHy Ta MeTunnpenHiaonoHy 6e3 icToTHoro
noninweHHs1. O6rpyHTYBaHHSIM AJ151 3aCTOCYBaH-
Hs1 puTykcumaby npv cuHapomi lNyanacyepa 6ynu
AaHi nitepatypy, ornuc KiiHIYHUX BUNazakis, a 1a-
KOX niaBuLLIeHHS ¥ nauieHTa piBH CD19+ 6inbLu
HiX yaBi4i, BACOKWI PiBeHb aHTUTIN A0 6a3anbHOT
MeMOpaHN rNIOMepPYNsIPHOro anapary, aHeMivHuGi
cuHApoM i TPOMOOUMNTOMNEHIs], a TaKoX Heepek-
TUBHICTb r1ornepeaHboi iMyHOCYnpecusHoI Tepariii.
Tepanis putykcumabom 6yna nposeneHa B A03i
1000 mr aBivi 3 nepepsoio y 14 gHiB. Big3Ha4eHO
iCTOTHE NONINIIEHHST KITIHIYHOrO CTaHy XBOPOIo,
BigHOBUNACS 3AATHICTb 10 CITOHTAHHOI O ANXAHHS,
BIICYTHICTb 338 4MNLLIKN Y CITOKOI T2 Npu Qisan4Homy
HaBaHTaXeHHi, BiJCYTHICTb KDOBOXapKaHHs, HOP-
maniaavisi nokasHuKiB TpoM6oUNTIB | remMornobi-
HY, noninweHHsi KT-kapTyUHU NIerknx, a Takox rno-
BTOPHMI aHAanNI3 KPOBIi HA aHTUTINA A0 6a3abHUX
mMemOpaH riioMepynsapHoro anaparty 3adikcyBaB
ix BigcytHicTb. Tepania putykcumabom 6yna rpo-
BeaeHa B nepLunii Micsilb Bifj MOMEHTY BCTAHOB-
JIEHHS1 fiarHo3y cuHAapomy ryanacyepa, Lo crnpu-
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51710 36EPEXEHHIO XNTTHA NaLieHTa i BigHOBNEHHIO
yHKUii nereHs.

Kniouosi cnoea: cuHgpoM lNygnacyepa,
OuxanbHa HepoCTaTHICTb, HAPKOBA
HenoCTaTHICTb, NiKyBaHHS, 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, 1.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), noincrease irtitres 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 plasma filtration, cyclophosphamide and meth-
yiprednisolone 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 ineffecliveness 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
their absence. Therapy with rituximab was performed
in the firstmonth 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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