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OnwmcaHo KNiHiYHMI BUMAZOK YCMilLHOro 3aCTOCyBaHHA PUTYKCMaby
y Naui€eHTa 3 TAXKIM nepebirom XxBopobu aHTUTIN Ao 6a3anbHOT MembpaHu
HUPKOBUX KNybouKiB (cuHgpomy lN'ygnacuepa).

MauieHT nocTynuB A0 KIiHIKM y BKpail TAXKOMY CTaHi 3 ABULaMK
BUPaXeHOT A1XaNbHOT i HUPKOBOT HEJOCTATHOCTI, L0 BMMaranu nocTinHoi
pecnipaTopHoi NIATPUMKM Ta NPoBefeHHA remofianisy. [liarHos xsopobu
aHTUTIN Ao 6a3anbHOi MeMOpaHN HUPKOBUX KNy6ouKiB Oyno BUCTaBneHO
Ha NiACTaBi i30/IbOBAHOrO ypaKeHHA nereHb i HAPOK 3a TUMOM LUBUAKO-
NPOrpecyyoro rnomepynoHedpuTy i remopariyHoro anbBeoniTy, BUCO-
KUX TUTPIB aHTUTIN JO 6a3anbHoOi MembpaHy roMepynsipHOro anapary
(mBiui), BiACYTHOCTI NiABWLLEHHA TUTPIB iHWWX aHTUTIA, cneundiuHnX ana
CUCTEMHUX 3aXBOPIOBaHb CMOJSTYYHOT TKAHVHW | CUCTEMHIX BaCKyNiTiB.

lMaLieHTy 6yno npoBeAEeHO CHXPOHHY MyNbC-Tepaniio 3 NoCifOBHUM
3acTOCYBaHHAM KackagHoi nnasmodinbTpalii, umknopochaHy Ta meTun-
NpeAHi30NoHy 6e3 icToTHoro noninweHHA. O6rpyHTyBaHHAM ANA 3aCTOCy-
BaHHA PUTYKCMMaby Oynv AaHi nitepaTypu, ONMUC KIiHIYHUX BUMaAKIB,
nifBULIEHHA Y navieHTa piBHA CD19+ 6inblu HiX yABIYi, BUCOKNI piBEHb
aHTUTIN o 6asanbHOi MemMbpaHy roMepyAPHOro anaparty, aHeMiYHMN
CUHAPOM i TPOMOOLMTOMNEHIA, @ TaKOX HeepeKTVBHICTb NonepeAHbOT iMy-
HocynpecuBHoi Tepanii. Tepanito putykcrumabom 6yno npoBeaeHo B A03i
1000 mr ABivi 3 nepepsoto B 14 gHi..

Bia3HaueHo icTOTHe MoKpallaHHA KNiHIYHOro CTaHy XBOPOro, BifjHO-
BUMacA 3AaTHICTb [JO CMOHTAHHOrO AWMXaHHA, 3HWKNN KPOBOXapKaHHA,
3afMLLKa B CMIOKOI i NpW Gpi3MYHOMY HaBaHTaXXeHHi, HOpPManisyBanucb piBHi
TPOMOOLWTIB i reMornobiHy, MOKpaLUMch AaHi Komn'toTepHoi Tomorpadii
nereHb. MOBTOPHWI aHani3 KPoBi Ha aHTWTINa Ao 6GasanbHUX MeMbpaH
rnomepynAapHoro anapaty 3adikcyBas ix BiACyTHICTb. Tepanito puUTyKkcrma-
60M 6yn0 NPOBEeAEHO B MEPLUMIA MICALb Bifj Yacy BCTAHOBNEHHA AiarHo3y,
LLIO CPUANO 36ePEXXEHHI0 XXMUTTA NaLli€HTa i BifHOBNEHHIO GYHKLi nereHis.

Knroyoei cnoea: xsopoba aHTUTIN 10 6a3anbHOI MEMOPaHU HUPKOBUX
KIybOUKiB, AViXanbHa HeJOCTaTHICTb, HUPKOBa HEOCTATHICTb, JIKyBaHHS,
pUTYKCMab.
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A FAVORABLE OUTCOME OF HEMORRHAGIC ALVEOLITIS
CAUSED BY ANTIBODIES TO GLOMERULAR BASEMENT
MEMBRANE, IN THE TREATMENT
WITH RITUXIMAB
O. B. laremenkao, I. Yu. Golovach, V. P. Stelmashchuk, I. S. Myasnyi,

E. M. Mikhalchenko, V. N. Matijko, L. V. Petrenko
Abstract

A clinical case of the successful use of rituximab in a patient with a
severe course of anti-glomerular basement membrane (anti-GBM) disease
(Goodpasture’ syndrome) is described.

The patient was admitted to the clinic in extremely severe condition
with the manifestations of florid respiratory and renal failure, which
required constant respiratory support and hemodialysis. The diagnosis of
anti-GBM disease was made on the grounds of isolated lung and kidney
damage as a type of rapidly progressing glomerulonephritis and hemor-
rhagic alveolitis, high titers of antibodies to the glomerular basement
membrane (two-fold increase), no increase in titers of other antibodies
peculiar to systemic connective tissue diseases and systemic vasculitis.

The patient underwent synchronous pulse therapy with sequential
application of cascade plasma filtration, cyclophosphamide and methyl-
prednisolone without significant improvement. The rationale for the use of
rituximab was literature data, description of clinical cases, a more than
double increase in the patient’'s CD19+ level, a high level of anti-glomeru-
lar 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, a
return to spontaneous breatheing, the absence of hemoptysis, dyspnoea
at rest and on exertion, the normalization of platelet and hemoglobin lev-
els, the radical improvement of CT lung picture were noted. A repeated
blood test for glomerular basement membrane antibodies indicated their
absence. Therapy with rituximab was performed in the first month after
the diagnosis of anti-GBM disease, which saved the patient’s life and
restored lung function.

Key words: anti-glomerular basement membrane (anti-GBM) disease,
respiratory failure, renal failure, treatment, rituximab.
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BonesHb aHTTEN NPOTMB 6a3anbHOW MeMOPaHbI Noyey-
HbIX Knyb6oukoB (aHTU-BMK-6onesHb, anti-glomerular
basement membrane (anti-GBM) disease) — opdaHHoe
ayTOUMMyHHOE 3aboneBaHue, KOTOpoe 0ObIYHO NPefCTaBA-
€T coboin ObICTPO MpPOrpeccupyoWwmin rnomepynoHedpurt,
XapaKTepusyoLMnca FoMepyIAPHbIMYA KNETOUYHbIMI MOsy-
MecALuaMm 1 INHeNHbIMK oTnoxeHuammn IgG sgonb BMK [76,
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27]. FTemopparnyeckunii MHEBMOHUT MOXET BO3HMKaTb N1Mbo
CaMOCTOATENbHO, MO0 COBMECTHO C MOPaXKeHMEM MoYek;
NOCNeaHIol CUTyauuto paHee HasblBannM CUHAPOMOM
l'yanacuepa. o cyTu, 3TO CUCTEMHBIN KanunaapuUT C Npenmy-
LLeCTBEHHbIM MOPa)KeHNEM anbBeon Jierknx 1 6asanbHbIX
MeMOpaH FoMepyAPHOro anmnapaTa NoYeK Mo TUMy remop-
parmyeckoro MHeEBMOHMTa U ObICTPONPOrpeccHpytoLero
rnomepynoHedpmTa [3]. MIMMyHONOrMYeckom OCHOBOW 3TOro
BaCKyNMTa CYMTAIOT HanmuMe aHTUTeN K KOMMOHeHTaM
6a3zanbHol MeMbpaHbl anbBEON M MOYEYHbIX KIyOOUKOB —
aHTU-bMK-aHTuTen (anti-GBM antibodies), obycnosnugato-
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WKMX X ogHoBpemeHHoe nopakeHne [11]. B 1950-x rogax
C. A. Krakower n S. A. Greenspon [17] nageHtTndunumposanm
6a3anbHy0 MeMbpaHy anbBeos 1 MOYEUHbIX KyOOUKOB Kak
aHTWreH. AyToaHTUTENa OTHOCATCA, Kak NpaBuio, K N30Tuny
I9G, penko — Kk IgA-kappa [10] 1 HanpaBneHbl NPOTUB HEKOJ-
nareHoBoro (NC-1) gomeHa anbda-3 uenu konnareHa IV Tvna,
KOTOpPbIN MaKCMManbHO CKOHLEHTPUPOBaAH B 6Ga3asibHblX
MeM6paHax MOYeYHbIX U NeroYHbIX Kanunnapos [18]. XoTa
6a3zasibHble MeMOpaHbl MPEeACTaBieHbl BO MHOMUX CTPYKTY-
pax OpraHM3ma, KAMHWYECKMe MPU3HAKM MOpaXKeHUa npu
aHTU-BMK-60mne3H1 KacaloTcA NpPaKTMYecKn NCKIYNTENBHO
NErKMX 1 NoYek. ITOT aHTUIreH OOHAPYXKeH TakxKe 1 B ApYrnx
6a3asibHbIX MembpaHax — KanwIAiPoB CETYATKY, YNUTKY,
XOpMOWZANbHOro CrJIeTEHNA FONIOBHOrO MoO3ra. Tem He
MeHee onpeaenALWMM KNTMHUYECKIME NPOABIEHNA U UCXOZ
npy PasBUTMK 3abONEBaHMI, acCOLUMPOBAHHBLIX C aHTW-
BMK-aHTUTENaMK, ABNAIOTCA MOPAXEHUA MOYEK W Jerkmx
[21]. MpeumyLlecTBEHHOE BOBMIEYEHME B MMMYHOMATONOMM-
YecKni NPoLEecC MMEHHO aslbBEOIAPHON U rNOMEPYAPHON
MeMOpaHbl 0OBACHAETCS, C OAHON CTOPOHbI, MaKCVIMaJIbHOW
CTeneHblo NPeACTaBIEHHOCTY B HUX anbda-3 Lenen Konnare-
Ha, C Apyron — Haubosnbluel CTPYKTYPHOWN JOCTYMHOCTbIO
ana dukcauum umpKynmpytowmx aHtuTen [8, 11].
HekoTopble nccnegosateny pacluMpAT NOHATUE “CUH-
apoma lyanacyepa”, no cyuwecTBy, OTOXAECTBAAA ero C
NEroYHO-MOYEYHbIM CUHAPOMOM, KOTOPbIV HabnogaT He
TOMBbKO NPY rMNepnpoayKkumnn aHTu-bMK-aHTuTen, Ho 1 npwn
AHLIA-accouMmpoBaHHbIX CUCTEMHBIX BaCKynuTax, a Takxke
npu TPOMBOTUYECKNX MUKPOaHrnonaTuax n 1BC-cuHapome
[2, 9]. Pag Hedponoros ob6beanHAET coueTaHre LUPKyIn-
pyowmx aHTU-bMK-aHTUTEN, NopaXKeHUA NOYeK 1 Nerknx B
noHaTMe «bonesHb Myanacuepa», a Npu OTCYTCTBUW LUPKY-
NMPYOLWMX aHTUTeNn — B «cnuHapom lNygnacuepar [1]. Tem He
MeHee B MaTepuanax MexgyHapogHOW cornacutefnibHom
KoHdepeHUnn No HomeHKnatype Backynutos B Chapel Hill
(2012) TepMuH «bonesHb ygnacuepa» He yroOMUHaeTcA
Boobule, a nop «cMHApomoM lyanacuepa» (0TMeyas, uTo
3TOT 3MOHMM WCMOJMb30BaCA B NPOLLIOM) MOHMMAIOT KOM-
OGUHVPOBAHHOE MOPaXKeHMWE JIETKUX 1 MoYeK Npu 6onesHn
aHTu-bMK-aHtuten [15]. iImeHHO nocnegHun TepmMuH —
anti-GBM disease — yuyaCTHUKM KOHCeEHCyca MojakT B
HOMEeHKNaType 1 CYNTAOT NPeanoUYTUTENbHBIM KaK TaKoW,
UTO OXBaTbIBAET CBA3aHHbIe C OcakaeHnem aHTn-bMK-aHTun-
TeNn MOBpeXAeHUs OO FMOMEPYNAPHbBIX Kamnwuinaspos,
N0 NEeroyHbIX KanuaiAapoB, 60 TOro U Apyroro BMecTe.
Mpn 3TOM aBTOPbI OTMEYalT HETOYHOCTb Ha3BaHMA «anti-
GBM disease», nockonbky aHTU-BMK-aHTTena pearvpytot

He TOMNbKO ¢ 6a3anbHOM MemMbpaHOI MOYEUHbIX KITyOOUKOB,
HO Takxe M C 6a3anbHbiMM MeMOpaHamMy anbBeONAPHbIX
KanunnapoBs, HO BCe e MpeAiaraloT ero CoxpaHuTb, oTaa-
BaA AaHb CNOXMBLUENCA TEPMUHONOIMYECKON TpaguLmu.

Takmm 06pa3om, B HacToALLee BpeMA BaXXHO OTMYaTb
NEroYyHO-MOYEYHbIN CUHAPOM, 06YCNOBNEHHbIN aHTU-BMK-
aHTUTENnamm, oT My/bMO-PeHasIbHOro CMHAPOMA, MHAYUN-
pOBaHHOro Apyrumu GpakTopamu. B 3Tom OTHOLWEHMM pauu-
OHaNbHOW NpeAcTaBAAeTCA ToUKa 3peHns skcnepTos BO3 o
HeoOXOAMMOCTU OrpaHMyMBaTh ynoTpebrneHne 3noHKMa
«l'ygnacuep» TONbKO TakMMK CllyYasiMu NIEFOYHO-MOYEYHO-
ro CMHAPOMa, KOTOpble Bbi3BaHbl aHTU-bMK-aHTuTenamm
[14]. lerouHbin aHTU-BMK-KanunnapuT ABRAETCA 1IeroYHbIM
KOMMOHEeHTOM cuHgpoma lyanacuepa, xapakTepusyeTtcs
AnddYy3HBIMM NEFOYHBIMU KPOBOU3AUAHUAMN U HaNMUMEM
ayToNnornyHbix aHtuten. OudpdepeHumnanpHble OTANYUA
NEeroyYHo-NoYeYHOro CMHAPOMa NpeAcTaB/ieHbl B Tabn. 1.

B 3ToIn CBA3M HEOOXOAMMO NMOAYEPKHYTb, UTO BOMPEKM
pacnpoCcTpaHEHHOMY MHEHMIO O TOM, YTO JIerOYHO-MoYeuy-
HbIl CMHAPOM CUHOHMMWYEH cuHApomy [yanacyepa, OH
ABNAETCA MONMITUONOINYECKMM COCTOAHUEM; MPUYNHOW
NEeroyHo-MoOYeYHOro CUHZPOMa MOXeT OblTb 6onblioe
yncno 3aboneBaHWit C AaHHbIM CUMMATOMOKOMMIEKCOM.
Kpome TOro, HEeMMMYHHbBIMU MPUYMHAMK JIEFOYHO-MOYEY-
HOrO CMHOPOMa MOFYT OblTb MOPaXeHUA cepAua, ocTpas
noyeyHasa HeOCTaTOYHOCTb C OTEKOM JIETKMX, HapYyLLUEHNA
remoctasa, 6apoTpaBma, nHbekuun [4].

AHTU-BMK-60ne3Hb ABnAeTCcA pefknm 3aboneBaHMeM:
0,5—1 cnyyaii Ha 1 MAH B rog. MK 3a6oneBaeMocTy NPUXo-
AntcAa Ha Bo3pacT Ao 30 n nocne 60 fieT, HECKONbKO Yalle
60neloT MyXunHbl. HabnogaeTca 3HauMman CBA3b C aHTUre-
Hamuy cuctembl HLA — 6onee 80 % naumeHToB UMeIoT anne-
nn DR15 nnun DR4. [pyrumn dakTopamu, npegpacrnonarato-
WMMN K BO3HWKHOBEHUIO 3TOro 3aboneBaHuvisA, ABAAOTCA
KypeHue, BO3eNCTBME YrNeBOAOPOAOB, a TakkKe ocCTpble
pecnupatopHble UHPeKLMK, B YaCTHOCTU rpunn. HecmoTpa
Ha YMeloLmneca fjaHHble, [O CUX MOP HEN3BECTHO, YTO UMEH-
HO CNY>KUT TPUITEPOM K 3anycKy cuMHTe3a aHTuTen [2]. be3
CBOEBPEMEHHON AWArHOCTMKM U fleyeHnsa 3abonesaHue
MOXeT MPUBECTUM K MacCMBHOMY JIerOYHOMY KpoBoTeue-
HUIO, OCTPOW NOYEYHOW HEAOCTAaTOUYHOCTU 1 Jaxe K CMepTU
[3, 11]. PaHee cuHgpom lygnacyepa cumTanca cmepTenb-
HblM 3aboneBaHmem [22, 26], BHepeHWe arpecCcuBHOM
VUMMYHOCYMNPECCUBHON Tepanuu B coueTaHuu ¢ nnasmade-
pe3oMm, NpYMeHeHne XPOHNYECKOro reMoamnanin3a noBbicu-
NN YpOBeHb TFOAWMYHOW BbIKMBaemMocTn fo 86,9 % [13],
5-netHen — 0o 80 % [26].

Tabnuuya 1

MpuYKHbI NEero4yHo-NOYEYHOro CMHAPOMA 1 OCHOBbI AuddepeHLanbHON anarHocTukuy [4]

3aboneBaemMocTb % CilyyaeB C IEFOYHbIM % cnyvaes .
OwnarHos [unarHocTnueckmm Tect
(Ha 1 mnH yen) KpoBOTeYeHrem C rnomepynoHebpuTom
AHLIA-accoummpoBaHHble BaCKyNTbI 20,4 8-36 >70 AHLIA
CuHpgpom lNygnacyepa <1 60-80 > 90 AHTUTENa K BMK
BonyaHouHbIN BacKynuT 573(f\;;‘;';) 1-5,4 35 AHA, anTuTena K aByxuenoyHon AHK
Mypnypa LeHneiH-TeHoxa 100 (metn) He uvacto 40-50 =
KpurornobynuHemmnyeckuii BacKynmt 10 3,2 20-26 KpuornobynuHbi
PeBmaTouAaHbIN BacKynut 12,5 <1 25 PO, ALILLM

Mpumeuanne: AHLIA — aHTUHenTpodunbHble aHTUTena; BMK — aHTUTena k 6asanbHon membpaHe knyboukos; AHA — aHTUHYKNeapHble aHTuTena; PO —
peBMaTomaHbI pakTop; ALILIM — aHTUTeNa K LMKNMYeCKOMY LMTPYITMPOBAHHOMY NenTugy.
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Hanbonee uyactoe KnuHU4YecKoe NpOABMIEHWE aHTU-
BMK-60ne3Hn — ObICTPONPOrPeccUpyoWmnin roMepyo-
HedpPUT C raNoNUPYIOLLMM CHUMXEHMEM MOYEYHbIX GYHKLUIA
BMOTb A0 Pa3BUTUA TePMUHANbHOM CTagnN XPOHUYECKOMN
noyeyHom HegoctatouyHocTn (XIMH), c remaTtypuein n npoTe-
WHYpWEeN pa3HOW CTeMeHN BblPaXXeHHOCTU (NpoTenHypus
HeppOTMYECKOro YPOBHA BCTpeyaeTca pefKko). [lopakeHune
NEerknx KNMHMYeCcKn npoasnaeTca Nnbo KpoBOXapKaHbeMm,
nnbo KpoBOTEUEHUAMN, KOTOpble Hanbonee yacto 1 onpe-
JenalT nporHo3 3abonesaHuA. COrfacHO MOMyYEHHbIM
Hamun pe3synbTaTam MyNbTUBAPWAHTHOrO aHanu3a npeguk-
TOPOB BbPKMBAEMOCTM BONbHbIX C CUCTEMHbBIMU HEKPOTU3N-
pylownmn Backynutamu [33], MMEHHO remopparnyeckmin
anbBeonut (HR=1,94, p=0,02), Hapagy C NOBblIEH/EM
YPOBHSA KpeaTuHMHa 6onee 176 mr/gn (HR=3,04, p=0,0001),
ABNAETCA HE3aBUCKMbIM MPEAUKTOPOM HebMaronpuATHOro
ncxopa. Cnepgyet OTMETUTD, YTO BbIPAXKEHHOCTb KPOBOXap-
KaHbA npu aHTU-BMK-60ne3Hn He KoppenupyeTt C UHTeH-
CVIBHOCTbIO JIEFOYHOTO KPOBOTEUYEHNA, KOTOPOE MOXeT pas3-
BMTbCA BHE3arMHoO M MPMBECTN K CMepTu BONbHOro B Teye-
HMe HecKoNbKux YacoB [2]. Mopdonornyeckn nameHeHua
OMMCbIBAIOT KaK HEKPOTM3UPYIOWUIN remopparnyecknia
WHTEPCTULMNANBHBIA MYNbMOHUT C OCTPbIMM O4aroBbIMU
HeKpo3aMu anbBeONIAPHbIX CTEHOK U C BHYTPUanbBeONAp-
HbIMN KPOBOU3NUAHUAMY, GOPO3MpPOBaHMEM CENT, rMnep-
Tpoduen BbiCTUAIOWNX CENTbl KINETOK U OpraHv3auunen
KpOBW B Npefenax anbBeofApHbIX NPocTpaHcTs [1, 71.

MNpepcTaBnaem onucaHue KAMHWYECKOro Cilyvas paH-
Hell AUAarHOCTUKWU W YCMELHOrO JIeYEHUA PUTYKCMMaboMm
aHTU-BMK-60ne3Hn y monoporo nauyueHta ¢ 6bicTponpo-
rpeccupyoLmmM NMopaxXeHrem Nerkux 1 noyex.

KnuHunuyeckoe HabnogeHne

MaumeHT K., 1991 roga poxkgeHus, »kntenb BUHHMLKON
obnactu, noctynun B KnnHuuyeckyto 6onbHuLy «®eodaHunsy»
Yo 28.07.2017 roga B KpanHe TAXENOM COCTOAHWUN,
06YyCrI0BNEHHOM JblXaTeNbHON HeJOCTaTOYHOCTbIO Ha pOoHe
CyO6TOTaNIbHOrO MOpPAXeHUs JIerKuX, aHypuen n oCTpoi
NoYyeyHON HeAOCTaTOYHOCTbIO.

N3 aHamHe3a wn3BecTHO, yuTOo B nepuog ¢ 22.06.no
29.06.2017 r. oTMeYasnioCb 3HaUnTENIbHOE NepeoxnakaeHne
C 3M1M3040M 03HO0a, B AanbHelleM NoBbIWEeHWA TeMnepa-
Typbl He 6b110. C 30.06.2017 . 6ecnokomn Kallesib; eynnca
CaMOCTOATENbHO  OTXapKMBawWMMK  NpenapaTamu.
17.07.2017 r. NOABNNOCb KPOBOXapKaHbe (HEMHTEHCUBHOE,
1 nneBok 6yporo useta). C aTmMy cumnTomMamu (Kaluenb U
KpoBoxapKaHbe) obpatuncsa B LIPB, rage nocne nposegeHus
peHTreHorpadum opraHoB rpyaHoON KneTkn Obiia 3anofos-
peHa nosnmcermeHTapHas NMHEBMOHUS, Ha3HAYeHa aHTOaK-
TepuanbHas Tepanua. OfHako coctoAaHMe 6oNbHOro yxya-
Wanocb — Hapactana cnabocTb 1 ofbllwKa, MOABUIOCH
6onee 06UNbHOE KPOBOXapKaHbe, PEHTreHONornyecku
paclWmMpAnNCb FPaHMLUbl MOPa)eHUA JIerOYHOM TKaHW.
Yepes 3 gHA nocsie Hayana aHTMGaKTepUanbHOWM Tepanuu
nauMeHT OTMEeTMA 3NN304 HOYHOM remaTypuun, nocne yero
6bI/10 3apPEerMcTPUPOBAHO MafeHWe YPOBHA remMornobrHa
8o 70r/n.Ewe vepes 3 gHA pa3Bunacb aHypus. B BuHH1UKoM
OKB, Kyfa 6bin JOCTaBneH NaLUMEHT, HA OCHOBAHWW KIUHW-
UeCKMX [HaHHbIX BriepBble Obll 3anoAO03pPeH CUHAPOM
l'yanacuyepa. C 3Toro BpeMeHU TeueHue 6GonesHu cTano
KPUTUYECKN BbICTPONPOrPeccupyoLwmm.

Mpu noctynneHun B BuHHMUKyto OKB y naumeHTta K.
Habnoganucb cnegyrowme nabopaTtopHble AaHHble: reMo-
rnobuH 70 r/n, sputpountsl 2,89 X 10'%/n, nenkountsl 9,0 X
10°/n, nanoukoagepHble — 10 %, CO3 20 mm/u. O6wWwMIA
6enok 61 r/n, mouyeBnHa 8,0 MMONb/N, KpeaTuHUH 94
MKMOJb/N, 6unmpybuH 16,6 mkmonb/n, AnAT 45 ep/n, AcAT
38 en/n. B ob6uem aHanuse moum 6enok — 0,066 %o, s3pu-
TpouunTbl 20-30 B N1/3, nenkounTtbl 6-7 B n/3. LluTonornyeckoe
nccnefoBaHne MOKPOTbl — B NpenapaTe 3pUTpoLnTbl, alb-
BeonouunTbl, daroumnTbl o 15 B n/3, nenkounTtbl 2-8 B n/3,
numooumnTbl 0-1 B n/3. NpokanbUUTOHMUH 0,18 Hr/mn (Hopma
no 0,5 Hr/mn). VickntoueHbl Ty6epKynes nerkux, BUY, Bupy-
CHble renatutbl B u C, B3ATbl aHan13bl Ha aHTUTENa K 6a3ab-
HbIM FJIOMepPYNsAPHbIM MembpaHaMm. B iuHamuKe y nayuneHTa
nporpeccrpoBana AbixaTefbHasa U NnoyeyHasa HeJoCTaTou-
HOCTb, aHeMuA (reMorIo6uH 60 r/n), HapacTanu NokasaTenu
KpeaTuHWHa (00 446 MKMOJb/N) MoYeBUHbI (12,1 Mmonb/n).
MpoBogunacb uHOY3MA CBEXE3aMOPOXKEHHOM Ma3Mmbl,
OTMbITbIX 3PUTPOLIUTOB, B CBA3U C MPOrpeccMpoBaHUEM
ypemum npoBefieHo 3 ceaHca remogunanmsa. Bo Bpems npe-
6biBaHMA B BuHHUUKo OKB nauueHTy 6biia mpoBefeHa
nynbc-Tepanua mMeTuinpenHnu3onoHom B fose 500 mr —
6e3 CyLeCcTBEHHOrO KNMHMKO-NabopaTopHoro a¢dekTa.

Ona panbHenwero neuveHnsa 60nbHOWM peaHMMobuiem
Ha BeHTUnAUMN B CPAP-pexkme nepeBeseH B KnuHnuyeckyto
6onbHuLy «Deodanusay (r. Kues).

Mpu NOCTynneHnn COCToAHME NauueHTa KpaHe Taxe-
noe. O6GBEKTMBHO: aCTEHNYECKOTO TEJIOC/IOKEHNSA, B CO3Ha-
HWUW, afjeKBaTeH, KOXHble MOKPOBbI GnefHble, BbICbINMaHM
Ha KoXe B JlaHHOe BpeMsA U B aHaMHe3e HeT. CiM3uctble
0605104k yncTble. Mepudepuueckre numdoysnbl, LOCTYM-
Hble nanbnaymm, He yBennyeHbl. MbiliLbl XOPOLLO Pa3BUTbI,
Muanruii HeT. CycTaBbl BHelIHe 6e3 NaToNornyeckux nme-
HeHun. [TauneHT AbIWnT Yepes MacKy C KUCIOPOAOM, Mpu ee
CHATUV BbICTPO HAaCTyNaeT YyBCTBO HeXBATKM Bo3Aayxa. Sa0,
(6e3 mackm) — 72 %. Ha 0ononHUTENbHOW BEHTUNALUN B
pexnme CPAP 1 nogaue 70 % Kucnopoga catypauma Kanui-
nApHon KpoBu 98 %. He3HauuTenbHbIN LMAHO3 Tyo.
DKCKYpCUA TPYAHOM KNETKM coXpaHeHa. AyCKynbTaTUBHO:
pe3ko ocnabneHHoe BE3UKYNAPHOE AblXaHWe Ha BCEM MPO-
TAXEHUN C (OKycamu OTCYTCTBUA [AbIXaHWA, BIaXHble
XPpUMbl HE BbICNYLUNBAKOTCA, Ha BbIJOXE PAacCeAHHbIe CyXue
cBucTAwme xpunbl. KpoBoxapkaHbe. CepaeuyHble TOHbI
3BYYHble, NaTONOrMyecKre Wymbl He BbicnywmsatoTca. YCC
— 88 ya/muH, npu pasrosope Bo3pactaet go 100 ya/muH.
A-130/90 Mm pT. cT. XXMBOT MArKui, 6€360Me3HEHHDIN,
NPUHUMAET yyacTue B aKTe AblxaHuA. [leyeHb BbiCTynaet
u3-nog Kpas pebepHon ayru Ha 1,5 cm. lManbnupyetcs
HWKHUI Kpan cene3eHkU. OTpe3Ky TONCTOro KMLeYHMKA
6e3 ocobeHHocTen. CTyn go 2-x pa3 B feHb 6e3 natosornye-
cknx npumecen. AHypus. [1acTo3HOCTb roneHer n CTon.

MauneHTy 6bII0 NPOBEAEHO KOMMIEKCHOE 0bCnefoBa-
HUe oA yTOYHeHUs auarHo3sa. MNpu Y3U opraHoB 6ptowwHo
NnosIoCTW: pa3Mmepbl Npason noukn 127 x 54 mm; neson 140
X 58 MM, NapeHxnma TONWMHOWM B NpaBon nouke 17 mm, B
neson — 19 mm, guddepeHumnpoBaHHasn, KOPKOBbLIV CIIOM
ONPPY3HO MOBBILLEHHOW 3XOr€HHOCTU; HebOoJbLIOe KOMu-
YyecTBO CBOOOAHON >KMAKOCTU BO GJlaHKax XuUBOTa.
dxokapauorpadus: 6e3 CylecTBEHHbIX N3MeHeHun, OB —
60 %. KnanaHHbIii annapat 6e3 u3MeHeHWl, NIOKaJbHbIX
HapyLeHUN COKPaTUMOCTU, NMPU3HAKOB JIEFOYHOW runep-
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TEH3UN 1 HanNumA CBOBOLHON KUAKOCTW B NMOMAOCTU Nepu-
Kapgda He BbiaBneHo. [lonnnepoBckoe nccnefgoBaHme cocy-
[l10B BEPXHUX U HUXKHUX KOHeYHoCTell — 6e3 fumarHoctuye-
CKM 3HauMMbIX n3meHeHui. aHHble MCKT opraHoB rpya-
Hou nonoctu oT 31.07.2017 npepcraBneHbl Ha puc. 1.

Puc.1. MCKT opzaxoe 2pyoHoli nonocmu nayuesma K. om
31.07.2017 2. — 0o Hayana ummyHocynpeccugHoli mepanuu. Ha
aKcuasbHbIX U KOPOHAJIbHBIX cpe3ax oboux ezkux cybmomarne-
HO, KpoMe cambix KpaliHux nepugepuyeckux omoesos, onpede-
Jilemca 3Ha4umesibHoe CHUMXeHUe nHeemamu3ayuu Jie204HOU
napeHxumel N0 Muny «mMamoeoz20 cmekia» U anbeeosisipHozo
KomnoHeHma (duggpy3Hoe anveeonspHoe KpoeousnusHue).
lMpoxodumocms mpaxeo6poHxuanbHo20 0epesd He HapyuwieHa.

YKpaiHCbKNIA NyNIbMOHONOriYHNIA XKypHan. 2018, N2 2

C uenbto anddepeHUmanbHOM ANarHOCTUKN BbINN NPo-
BefleHbl cnefytolme nabopaTtopHble U UMMYHONIOTYecKune
nccnenoBaHus:

AHTUHYKneapHble aHTuTena lgG (ANA) 0,24 (< 1,0 -
HeraTuBHbIN).

MpoTtenHasa-3 (PR-3), antutena IgG < 0,2 (HeraTUBHbIN
npun < 1,0).

Mwenonepokcungasa (MPO) aHtutena IgG < 0,2 (Hera-
TUBHbIV Npu < 1,0).

G-6-FDG (rntoko3o-6-pocdatnerngporeHasa) 22 En/rp
Hb (Hopma 6,6-17,2).

MmmyHorpamma: nenkountbl — 18,9 X 10°/n1, numdoun-
Tl — 1,56 X 10°/n1 (8,3 %), T-numdouunTbl (CD3+) — 0,59 X
10°/n (38,1%), T-xennepsbl (CD4+) — 0,33 x 10°/n (21,5 %),
T-cynpeccopbl (CD8+) — 0,14 x 10°/n (9,2 %), NK-kneTku
(CD16+ n CD56+) — 0,13 x 10°/n (8,6 %), B-numdouuTsi
(CD19+4) — 0,76 x 10°/n (48,8 %), LMK — 9 ycn. eq., IgG —
6,36 r/n, IgM — 3,5 r/n, IgA — 1,42 r/n. Habntogaetca num-
doneHna, CHUXeHne Konuyecta T-nMMOLMTOB 3a cueT
CD8+, Bbicokuin yposeHb B-numdormtos (CD19+) — 48,8 %
(Hopma — 5-17 %; 0,07-0,37 X10°/n), CHVXXeHNe ypOoBHA
IgG n nosbiweHne IgM, cHWXeHWe KOoMmniemMeHTapHOW
AKTUBHOCTW CbIBOPOTKM KpoBK (40 npu Hopme 54,9-67,5).

MoBTOPHO B3ATbl aHanNM3bl Ha aHTUTeNa K 6asanbHoW
MeMbpaHe rnomepynAapHOro annapara.

B obuem aHanunse KpoBu Habnoganucb TaAxkenaa aHe-
Musa (KkonebaHns remornobuHa ot 65 r/n go 80 r/n), Hecmo-
TPA Ha OTCYTCTBME BUAMMbIX UCTOYHUKOB KPOBOTEYEHMUS,
CKy[HOe KpOBOXapKaHbe 1 NpoBefeHmne NOCTOAHHbIX Fremo-
TpaHcdy3uin. AHeMmyeckas naHenb nabopaTopHbIX rcce-
foBaHun: ponuesana kucnota 1,4 ng/mL (3,1-20,5 ng/mL),
BuTammuH B., 302,0 pg/mL (187,0-883,0 pg/mL), deppnTuH
> 1500 ng/mL (28,0-365,0 ng/mL), CbIBOPOTOYHOE Xefne3o
14,2 mkmonb/n(11,64-30,43 MKMOnNb/N), 3pUTPOMNOSTUH
192,0 miU/mL (5,4-31,0 mlU/mL). MNpamaa n Henpsamas
peakunn Kymbca — oTpuLaTesibHble.

Habntoganacb aHypusa 6e3 No3UTUBHbLIX CABUIOB, MPOBO-
Annacb 3amMeCcTUTeNbHAA NOYeYHas Tepanua — UHTEPMUTTU-
pytoLme remogranusbl Ha annapate AK 95, a no3gHee Henpe-
pbiBHaA (48 yacoB NoapAL) 3aMecTmTesibHaA NoYeyHas Tepa-
nuaA Ha annapare Prizmaflex: ypoBeHb MoueBMHbI 28 MMONb/TI,
KpeaTUHWH 566 MKMonb/n, Kanun 4,7 mmonb/n, HaTpuin 132
Mmonb/n. O6wwmin 6enok 43 r/n; anbbymuH 29 r/n; 6unnpy6uH
obwnin 17,7 MKMonb/n, rntokosa 7,0 mmonb/n. MNposoannacsk
Takke noctoAHHasa CPAP-tepanuAa Ha annapate DRAEGER.
CocToAHMe 6OMbHOrO OCTaBaNoChb TAXENbIM BCNeACTBUE
ObIXaTeNlbHOM N MOYEYHOM HEeJOCTaTOYHOCTW, KOTopble B
AVHaMMKe NporpeccnpoBani.

B oxkmpaHun pesynbTaTa aHanm3a KpoBM Ha aHTUTena K
6a3anbHoO MembpaHe MoYeUHbIX KIy6ouKoB, Mo pesynbTa-
Tam KOHCyNbTauWi CNeumnanmcToB U KOHCUANYMOB C Y4ETOM
COYEeTaHUA NIEroYHON 1 MOYEYHON NaTONOrK, HaNMYNA KpPo-
BOXapKaHbA, MporpeccrpyroLlero TeyeHns 3aboneBaHnsa c
Pa3BUTMEM [bIXaTeIbHON N MOYEYHOW HeJOCTaTOYHOCTEN,
cy6TOTanbHOro NopakeHns nerkrx no AaHHbim MCKT, oTcyT-
CTBYA APYrvX CUCTEMHbBIX NposaBneHni [12] naumeHTy K. 6bin
YCTaHOBMEH MpefBapuTeNbHbIN  AMArHO3  CUHAPOMA
l'yanacuepa.

Bbbina HasHauyeHa CUMHXPOHHAs KOMOWHMpPOBAHHaA
nynbc-Tepanua: nocnefoBaTeflbHble CeaHCbl KacKagHOMN
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nnasmodunbTpaumnm Ha annaparte «Spectra Optia» c ucnonb-
30BaHMeM KacKafHbIx nnasmodunbtpos «Evaflux 2A20» (c
06paboTKoW 3a Kaxkabln ceaHc no 1 OLM) uepes geHb N2 3 ¢
nocnegytoLmm BeegeHnem yuknodocsdaHa 800 mr v metun-
npegHn3onoHa no 1000 mr B TeueHme 3-x AHeN BHYTPUBEH-
Ho. lNocne 3aBeplleHVA Nynbc-TepanuM — nepexof Ha
nepopasbHbI NPYEeM FIOKOKOPTUKOMAOB B Ao3e 32 Mr, a
nosgHee 48 mr B geHb. OfHOBPEMEHHO NPOBOAMNIACH CUMM-
TOMaTU4ecKasa Tepanua, nevyeHne AbiXaTefIbHOW 1 noveuy-
HOW HepaoCTaTOYHOCTU. 10 MHEHUI0O MHOMMX McCnefoBaTe-
nem, UMeHHO coyeTaHme nnasmadepesa, yuknodocdammaa
N TNIOKOKOPTUKOMAOB C NOC/IeAylLWMM nepexofoM Ha
ANKUANPYIOWNIA UMMYHOAEMPECCAHT ABMAETCA «30/10TbIM»
CTaHZapTOM NlevyeHns cuHgpoma lNyanacuepa [19, 23, 30].

MNMocne npoBefeHWA CUHXPOHHOWN KOMOWHWPOBaHHOM
nynbc-Tepanun CoctosHne 60NIbHOro MPOAOSKANo ocCTa-
BaTbCA TAXKENbIM: COXPAHANNCH CUMNTOMbI AbIXaTeSIbHOWN U
noyeyHol HeflocTaToyHOCTel 6e3 NO3UTUBHOWN ANHAMUKM,
Habntofanocb NOCTOAHHOE KPOBOXapKaHbe, NePUOANYECK
C ycuneHmem, HapacTtan aHeMUyeCcKnii CUHAPOM, NPUCoeau-
HUnacb TpombouuToneHnsa, noTpeboBaBLIas HEOQHOKPAT-
HbIX NepennBaHNin TPOMOOLMTAaPHON Macchl, Habnoganacb
3HauUTeNIbHaA MMNONPOTENHEMUA.

06.08.2017 rofa 6b11 NonyyYeH NepBblii aHaNn3 aHTUTeN
IgG Kk 6asanbHOM MembpaHe FNoMepyNAPHOro annaparta
(GBM) ot 27.07.2017r. — 4,2 AW (HeratusHbIn npn < 1,0).
MoBTOpHbIN aHanu3 (o1 02.08.2017 r.) NPOAEMOHCTPUPOBAN
6onee BbICOKMI NoKazaTenb — 5,2 AW. MNonyyeHHble nMmy-
HoOMOrnyeckne AaHHble NO3BONWAN NOATBEPAUTb AMArHo3
6onesHn aHTU-BMK-aHTuTeEN.

Takum obpasom, yunTbiBas pa3BUTUE N30NIMPOBAHHOIO
HETOKCMYEeCKOro U HenmHOEKLMOHHOro MopaXkeHua ABYX
OpraHoB — JNErknx 1 Nnoyek no Tuny ObicTponporpeccmpy-
lOLLIero remaTypuryeckoro rinomepynoHedputa n remoppa-
rMYeCcKoro anbBeonnTa, BbICOKME TUTPbI aHTUTEN K 6a3anb-
HOM MembpaHe rnomepynApHOro annapata (gBakabl),
OTCYTCTBME MOBbIWEHNA TUTPOB APYruxX aHTUTen, cneuu-
GUUHBIX ANA CUCTEeMHbIX 3ab0neBaHU COeaUHUTENbHOW
TKaHW 1 CUCTEMHbIX BaCKyNIUTOB, NMaLMeHTy Obin BbiCTaBNeH
awnarHo3: bone3Hb aHTU-BMK-aHTuten (cuHppom
l'yanacuepa), octpoe TeyeHune, aHTU-BMK-No3nTMBHOCTD, €
nopaxeHnem nerknx (remopparnyeckun anbseonut, JIH 3
CT., KoppurupoBaHHaa CPAP-Tepanueit), noyek (6bicTpo-
nporpeccupyowmnin  rnomepynoHedbput, aHypua c
27.07.2017 r., ypemMnsa, KOppUrmpoBaHHas NpPOSIOHIMPOBaH-
HOW 3aMecTUTeNIbHOW Tepanuen Ha annapate Prizmaflex).
BropuuHaa aHemus, TpomboLMTONEHMA.

OCHOBbIBasAACb Ha KPUTMYECKU TAXENOM COCTOAHUU
naumeHTa, Kputnyeckon 3asucumoctn ot CPAP-tepanun,
KPUTWYECKN HU3KOM YpOBHe Tpomboumtos (48 x 10°/n),
Bblpa)KeHHOW aHeMuu (remornobuH — 64 r/n), 6bino NpuHA-
TO pelleHVe BO3iepKaTbCA OT NpoBefeHna broncum noyek
N Nerknx.

MaumneHTy, Ge3ycnoBHO, Oblna MoOKasaHa Tepanusa
unknodochaMmmaom UM azaTMonprHOM COBMECTHO C Tlto-
KOKOPTUKOMAHOWN Tepanuern, Of4HaKo ee NpoBeAeHne BO3-
MO>KHO TOJIbKO MOC/ie AOCTUXEHUA YPOBHA TPOMOOLUTOB
Bbilwe 100 x 10°%/n. Mo3TOMy KOHCUAMYM NPUHAN peLleHne
Ha $OHe NpopoMKalLenca peaHNMaLIOHHOW XK1U3Henos-
JepXKuBatoLler Tepanun BepHYTbCA K MMMYHOCYNpeCccuB-

HOW Tepanuun: NPOBeCT NyNbC-Tepanuio MeTUANPeLHN30-
noHom no 1000 mr 5 gHeln noapag C Nepexofom Ha nepo-
panbHylo fosy 64 mr/cyTku. BeBugy HEeBO3MOXKHOCTW Mpo-
LOMKEHNA NneyeHns umknopochammnaom r1s-3a UMToneHum B
KayecTBe MMMYHOCYMPEeCCOPHOro areHta 6bi10 peLleHo
MCMOoMb30BaTb PUTYKCMab, KOTOPbIV JOKa3an cBO 3pdek-
TMBHOCTb Npu AHL|A-accounmpoBaHHbIX CUCTEMHbIX BaCKy-
nutax [28] n BonyaHo4Hom HedpuTe [5, 20]. O60CHOBaHMEM
ONA NpYMeHeHnA puTyKcMaba npu aHTU-bMK-6onesHn B
JaHHOM cilyyae ABUAWUCb faHHble nuTepaTypbl, onucaHue
KNnMHN4Yeckux cnyyvaes [4, 23, 31], a Takke nosbllleHne y
naunenta K. ypoHa CD19+ Gonee uem BABO€, BbICOKUI
YPOBeHb aHTUTeN K 6a3anbHol MeMbpaHe rinoMepynsapHoro
annapata (aHTu-bMK-aHTuTen), HeaddeKTMBHOCTL Npenbl-
Aylien MMMYHOCYNPeCCMBHON Tepanunu.

XoTta 6onesHb npoTtne BMK cumtaeTca npotoTunom
onocpeloBaHHOro ayToaHTUTeNamu 3aboneBaHus, N3meHe-
HUA KNETOYHOrO0 UMMYHUTETa TaKXKe UrpatoT BaXKHYIO POb
B ero natoreHese. TaK, pUTyKcumab, HauenuBaAcb Ha
B-kneTkn, npoayumpyiowmne aHTntena npotns BMK, npuso-
OUT K ONUTENbHOMY MCTOWeHWIo B-numdoumnToB, aectpyk-
uunm nx B neprdepmnyeckon KPoBU 1 yMeHbLLEHUIO Konnye-
cTBa aHTUTEen NpoTre BMK. BONbLNMHCTBO ONMMUCAHHbIX KK-
HUYecKmnx cnyyaes neveHna aHTU-CD20 MOHOKNOHaNbHbIMM
aHTUTeNaMy MOKasblBalOT MOMHbIN OTBET Yy MauMeHTOB C
NeroyHbIM KpoBoTeueHreM 1 cnabyto pelyKLmto NoYeYHom
HegoCTaTOYHOCTN.

B 2002 rogy K. Arzoo et al. [6] coobwmnmn 06 ncnonb3o-
BaHWM pUTYKCMMaba Ana neveHns naymeHTa C peLansunpy-
ownm cuHgpomom lNygnacuepa, KOTOpoMy NepBOHaYanbHO
NPOBOAVAN TPAAMLMOHHOE nevyeHne umknodochammaom.
MaureHT nonyumn WecTb HeAesbHbIX 403 PUTYKCMMaba ¢
BbIPa’KeHHbIM ynyuylleHneM CUMNTOMOB U MCYE3HOBEHNEM
BMK-aHTuTen B KpoBu. CoobLianoch TakxKe, YTo y NaumeHTa
coxpaHsanacb pemuccua yepes 10 mecaueB Nocse neyeHus.
E. Wechsler et al. (2008) [32] coobwmnu o nNpuMeHeHUN
putykcMmaba ansa neyeHua naumeHTa c NO3UTUBHbIM BMK-
ctatycom 1 BUY-nHbumumnposaHmem, KOTopbi BOCCTaHOBIN
noueyHyto QGyHKUMIO C MCYE3HOBEHWEM aHTUTEN NPOTMB
BMK nocne neueHus riniokokopTrkongamm, MmkopeHonata
ModeTnnom n putykcrumabom. Y. Shah et al. (2012) [27]
CooOLWMM O TPexX cnyyanx, Korga putykcrmab npumeHsnca
Ana neyeHna cnHapoma lNygnacyepa. B onmcaHHbIx cnyyasax
y OBYX 13 TPeX NauneHToB OTMeYeH 6naronpuAaTHbIA UCXOA
NoYeYHOM HEeJOCTAaTOYHOCTW, U Y BCeX Tpex MauneHTOB
nocne neyeHWa He OO6HapPYXMUBaNUCb MaToNOrMyeckKue
ypoBHu BMK-aHTuTen. B ogHom cnyyae naumeHT n3Havanb-
HO UMeN TAXENYo NoYeyHy HeloCTaTOYHOCTb 1 TpeboBan
Avann3a; nepBOHayanbHO eMy MNPOBOAUNOCH fneyeHue
OAHOKpATHOWN fo30i umknopochammuaa, a 3aTeM OH Obin
nepekmnioYeH Ha pUTyKcMab 13-3a uutoneHnn. XoTa ypos-
H1 BMK-aHTuTen wmcuyesnu, naumeHT ocCTaBanCsa AWanms-
3aBUCMMbIM. ELlle B 0IHOM HeflaBHeM MCCnefoBaHn CO06-
wanocb o naumeHTe ¢ aHTM-BMK-6onesHblo, y KoToporo
pa3Bunacb TpoMboLUMTONEHYecKasa nypnypa Ha ctaHaap-
THOW cxeme TpoliHou Tepanun. Korga nauneHT 6611 nepese-
JeH ¢ unknodpochammuia Ha pUTyKCMMab, ero KnmHmyeckoe
COCTOAHME CYLEeCTBEHHO YNyYLIMNOCh, YPOBHMN aHTU-BMK-
AHTUTEN He onpeaenAnncb, XOTA NaUUEHT Tak N He BOCCTa-
HOBWUJ NoveyHyto dyHKLMio [29].
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Hanbonbwnii onblT npumeHeHUsa putykcumaba — y 8
NauneHToB (2 MY>XXUMH, 6 KEHLUNH, CPeaHNA BO3pacT 26 +
13,1 roga) — onucaH B pabote M. Touzot et al. (2015) [31].
Bce nauueHTbl UCXOQHO NOMyYyanu MMMYHOCYMpPeCcCMBHOE
neyeHue yuknodpochammnaom, roKOKOPTUKOMAAMM 1 Nias-
Madepes. Tepanua putykcumabom Obina HauaTta B TeUeHue
2-x MecAUeB nocsie YCTaHOBNEeHMA AnarHo3a. Bce naymen-
Tbl, KPOME OIHOTO, NONYUNNN 4 exeHefleNbHbIe [03bl PUTYK-
cumaba 375 wmr. MNonHasa pemuccna Habnodanacb y 7 n3 8
nayneHToB, B OCHOBHOM Yepe3 3 mecAua rnocie Tepanuu
putykcumabom. Mocne HabnoaeHWs 3a NauneHTaMm B Teve-
Hune 25,6 mecsaueB (Ouana3oH 4—93 mec.) BbIPKMBAEMOCTb
naumeHTos coctasuna 100 %, ogHaKo NpYMeHeHne pUTyK-
cumaba He ynyuLmno cKopocTb KnyboukoBo dunbtpauum
(CK®). AHtuTena npotne BMK octaBanucb Heonpepensie-
MbIMU Y BCEX MALMEHTOB B TeUEHMe BCero neprioaa Habsnto-
neHus.

MauvenTy K. 6bina nposefeHa MHOY3MA pUTyKCMaba
no 1000 mr aBakabl C 2-HefAenbHbIM NepepbIBOM Mexay
BBegeHuAMN (15.08.2017 r. n 01.09.2017 r.) Ha poHe npo-
[OMKaloLWenca Tepanuy nepopanbHbIMA FIOKOKOPTUKOW-
famu. bbiio oTMeueHo cylecTBeHHOe ynyylleHre Kak Kin-
HMUYECKOrOo COCTOAHMA MalMeHTa, Tak M NnabopaTopHbIX
nokasaTesiel. ¥ nayMeHTa OCTaHOBWUIOCb KPOBOXapKaHbe,
BO300OHOBMMNACb CMOCOOHOCTb K CMOHTaHHOMY [bIXaHWUIO
(naumeHT 6bI1 oTKtoueH ot CPAP-Tepanuu Ha 5-ii feHb
nocne nepsoit nHOY3UM puUTyKCcumaba), B TOM uncne npu
06bIUHbIX PU3MYECKNX HAarpy3Kax, cue3na ofblllKa B MOKoe
1 npu Gr3nYecKom HarpysKke, Mpu aycKynbTauum nerkmx —
OTCYTCTBME MaTONOrMYeCKNX 3BYKOBbIX (HEeHOMEHOB.
HopmanusoBanca ypoBeHb TPOMOOLMTOB, BO3POCIN KOJK-
YeCTBO SPUTPOLIUTOB 1 YPOBEHb reMOorfIob1Ha, MOBTOPHbIN
aHanm3 KpoBu Ha aHTUTena K bBMK (o1 30.08.2017 r.) 3aduk-
CupoBan Mx oTCyTcTBUe. Tak, B 0OLEeM aHanm3e KpoBu OT
01.09.2017r.: 3puTtpouuTsbl 2,69 X 10'2/n, remorno6uH 92 r/n,
nenkoumnTbl 8,9 x 10°/n, TpombouunTbl 141 x 10°/n, CO3 3
MM/4. B MMMyHOrpamme Takke MpOU3OLWAN MO3UTMBHblE
casuiru: nevkouutel — 14,2 x 10°/n, numbountbl — 1,16 X
10%/n1 (8,2 %), T-numdouuTtbl (CD3+) — 1,07 X 10°9/1 (92,1 %),
T-xennepbl (CD4+) — 0,74 x 10°/n (63,5 %), T-cynpeccopbl
(CD8+) — 0,33 x 10°/n (28,8 %), cooTHOLWweHne Tx/Tc — 2,2,
B-numdountbl (CD19+) — 0,002 x 10°/n (0,2%), LNK — 27
ycned., I9gG — 6,75 r/n, IgM — 1,02 r/n, IgA — 0,76 r/n.
BbipaxkeHHOe CHUXeHue KonnyectBa B-numoountos
(CD19+) npakTnyeckmn 4o HynA B COBOKYMHOCTU C MCYE3HO-
BeHMeM aHTU-bMK-aHTuTen yxke uyepe3 2 Hepgenu nocne
nepsoi NMHOY3UN pUTYKCMMaba oTpakaeT ObICTPO HacTy-
nMBLIMI B-KneTouHo-genneunoHHbIn 3¢deKT npenapaTa,
CbIrpaBLUWIA KITIOYEBYIO POJib B PaViKkallbHOM M3MeHeHUn
KIMHNYECKOW CUTyaLun.

Mpwn KoHTponbHOM nposeaeHun MCKT opraHoB rpya-
HOW KNneTKn Habnoganacb No3nTMBHaA AMHaMKKa (puc. 2).
OpfHako GyHKUMA Noyek He Oblna BOCCTaHOBIEHA, NaLMEHT
npopJosXan NPOXoanTb CeaHcbl remoauanmsa. boina cop-
MUpOBaHa apTepuo-BeHo3Haa GrcTyna, NaumeHT NoaroToBs-
NeH AnA NPOXOXAEHWA MPOrpamMMHOro remopuanusa no
MECTY »KUTENbCTBaA.

MaumeHT K. 6bIn1 BbINMCaH U3 CTauMoHapa KnuHunuyeckom
60nbHULbI «DeodanHna» Y 14.09.2017 r. B cTabunbHOM
COCTOAHNN 6€3 NPK3HAKOB AblXaTeSIbHON HeJOCTaTOYHOCTY
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C HeobOXoAMMOCTbIO MPOAOIKEHNA NOYEYHO-3aMeCTUTENb-
HOW Tepanuu. lNauneHT nNpopofXKan NPUHUMATb MeTWA-
npeaHn30NoH 48 Mr B 1eHb C MOCTEMNEHHbIM CHVXKEHVEM
A03bl, Npenapatbl KaibumaA ¢ BuTamvHom D, HepponpoTek-
TOPHYIO Tepanuio.

B HacToslee BpemMA MauMeHT MPOAOMKaeT NoYeYHo-
3aMecTUTEeNbHYI0 Tepanuio, paccmaTprvBaeTcs BOMPOC O
TpaHCMAaHTaL MmN MNOYKN.

JaHHbIN KNMHNYECKMI Criyyall eMOHCTPUpPYeT pa3Bu-
TMe ObICTPONPOrpeccUpyLMX MOPaXeHUn nerknux wu
nouek, NpMBeaLWnX K KpUTMYECKOMY COCTOAHUIO NMaLMeHTa,
OCTPOW [AbIXaTENbHOM W MOYEYHON HefJoCTaTOYHOCTU B
TeyeHue 10 gHeln OT MOMeHTa obpalleHnsa 3a MeaULMHCKON
nomoubto. HeobxoaMmo OTMeTUTb, YTO CUHAPOM

N

4

Puc. 2. MCKT opzaHoe 2pydHoli nonocmu nayueHima K. om
23.08.2017 2. — nocsie npoeedeHus nepeoli UHGhy3uu pumyKcu-
ma6a. Ommeyaemca yMmeHbWeHUe a/1b8e0sIAPHO20 KOMNOHEH-
ma u nosesieHUe ynJiomHeHUs MeX00Jie8blX nepe2opoook,
¢opmupyowezo ysacmku HepasHomepHoz20 hubpo3a sezKux.
B duHamuke -yny4yuwieHue KT-kapmuHbl.
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l'yonacuepa (aHTM-BMK-60ne3Hb) 6bin 3anofo03peH B camoM
Hayane 3abofieBaHuA, YTO noTpeboBano 06O0CHOBaAHHOIO
HEeOT/IOXKHOro Ha3HaYyeHWA akTUBHOW Tepanum UMMYHOCY-
npeccaHtamun. CornacHo nuTepaTtypHbIM AaHHbiM [11, 19],
NPUMEHEHNEe «TPONHOWN» Tepanun — nnasmadepes, rnoKo-
KopTuKkouabl 1 uuknodocdamma — no3BonseT CyllecTBeH-
HO YNyJWwmnTb NPOrHO3 npu cuHapome lygnacyepa. B gaH-
HOM cnyyae 3Ta Tepanusa okasanacb HedpdeKTUBHOMN,
KpOMe TOro, pa3BuBLLAACA (BepOATHO, BCIeACTBME NMpUMe-
HeHuA UuKnodochammaa) KpUTUYHAA TPOMOOLMUTONEHUA
cAenana HeBO3MOXKHbIM JasibHellee MPUMEHeHne LUTo-
CTaTUYeCKNX MMMYHOCynpeccaHToB. B Takom cutyaumm
«Tepanven oTyasHuA» ABUNOCb NpumeHeHue off-label npe-
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napaTa puUTyKcrMab, cnocobHoro okasbiBaTb pafiikabHoe
BO3[eNCTBME Ha KIloYeBble MeXaH13Mbl MIMMYyHOMaToreHe-
3a — ydanATb akTMBMPOBaHHble B-kneTku, npoayuupyto-
LMe OTBETCTBEHHbIe 3a MOYEYHO-NIeroYHble MOparkeHunA
aHTn-bMK-aHTnTena. Tepanua putykcumabom, nposefeH-
HaA B MepBbll MecAL, OT MOMEeHTa MOCTaHOBKM AMarHo3a,
cnocobcTBoBana MO3UTUBHOMY Nepenomy B TeuyeHUu
60ne3HU, NPaKTUYECKN NOSTHOWN PeBepCUMUN NOpaxKeHns ner-
KWX, NUKBUAALMW KMU3HEYrporkatlolen LUUTONeHuu u, B
KOHEYHOM UWTOre, COXPaHeHMIo U3HM nauyueHTa. Kak v B
pAge Opyrux KNMHUYecknx Habnopenun [24, 25, 27, 29, 31],
neyeHve puTykcMmabom okKasanocb HesdPeKTUBHbIM B
nnaHe BOCCTaHOBNEHUA GYHKLMN NMOYEK.
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