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Pestome. OrnvcaH KAVHMYEeCKK CAYHYQ YCIEeLLHOMO MPUMEHEHMS PUTYKCUMAGQ Y MALIMEHTA C TSKEALIM Te-
YeHueM CUHAPOMA [yanacyepa. [NaUMEeHT MOCTYIMUA B KAMHUKY B KDQUHE TSDKEAOM COCTOSIHUM C SIBAEHUSIMIA
BbIDQYKEHHOM AbIXQTEABHOM M MOYEYHOM HEAOCTATOYHOCTH, HTO TPeBOBAAO MOCTOSIHHOM PECUPATOPHOM
MOAAEPXKKN U MDOBEASHMST TEMOAMAAN3A. AMQrHO3 CUHAPOMA [yArnacyepa ObiA BbICTOBAEH HQ OCHOBQ-
H M3OAMPOBAHHOIO MOPQXKEHUSI AETKUX M MOYEK M0 T MY ObICTDOMDOMOECCHPYIOLLLEro MOMEPYyAOHEe Y-
TQ Y reMopPPArn4eCKOro QAbBEOAUTA, BbICOKMX TUTPOB AHTUTEA K 6Q3AALHOM MEMBDAHE MOMEPYASIOHOIO
annapara (ABAXKAbI), OTCYTCTBUST MOBbILLEHUST TUTDOB ARYIMX QHTUTEA, CHELUMPUYHBIX AAST CUCTEMHBIX 3Q-
60AEBAHUYI COSAMHUTEABHOM TKAHW U CUCTEMHBIX BACKYAUTOB. [ALMEHTY ObIAQ MPOBEAEHA CUHXPOOHHAS
MyAbC-TepQArusl C NMOCAEAOBATEAbHBIM MOUMEHEeHWEeM KQCKQAHOW NMAQ3MOPUALTOALMY, LIMKAOPOCHAHA U
METUATMDEAHN3ONOHQ 6€3 CYLLUECTBEHHOIO yAydLueHusl. O60CHOBAHUEM AAST MOUMEHEHMST PUTYKCUMQOQ
npuv cuHapoMe lyarnacyepa sIBUAUCH AQHHBIE AUTEPATYPLI, OMUCAHNE KAMHUYECKUX CAYYQEB, O TAKXKE M0-
BbILLEHME Y MAUMEHTA ypoBHsT CD 19+ 6oAee Yem BABOE, BbICOKUL YPOBEHb QHTUTEA K 6A3AABHOV MeMOP Q-
He MOMEPYASIPHOro Qrnapara, QHEMUYECKUA CUHAPOM W TOOMOOLMTOMEHMS], A TAKKe He3h@eKTMBHOCTbL
peAbIAYLLEN UMMYHOCYNPECCUBHOV Teparnuu. Teparnusi PUTYKCMMAB0OM 6biAQ MpoBeAeHA B A03e 1000 mr
ABQXKAbI C nepepbiBOM B 14 pAHe. OTMEYEHO CYLLECTBEHHOE YAYHLLIEHNE KAMHNYECKOrO COCTOSIHMST GOAb-
HOro, BO306HOBMAQCH CMIOCOBHOCTb K CITIOHTAHHOMY AbIXQHUIO, OTCYTCTBUE OAbILLKM B MOKOE U Mpu puramnde-
CKOV HArpy3Kke, OTCYTCTBUE KPOBOXQPKAHbS, HOPMAAM3ALMS MOKA3ATEAEN TPOMOOLUMTOB Y FEMOMOBUHA,
YAYYLLEHME KAPTUHbI KOMIbOTEPHOM TOMOMPAMMbI AETKUX, O TAKKE MOBTOPHbIV QHAAN3 KPOBU HA QHTUTEAQ
K 6a3aAbHBIM MEMOPAHAM INOMEPYASIOHOrO ArnapaTa 3Q¢UKCUPOBAA UX OTCYTCTBME. Teparivs pUTyKCH-
MQ6OM, MPOBEAEHHQAS B MepBbIvi MECSIL, OT MOMEHTA MOCTAHOBKU AMQrHO3Q CUHAPOMA [yAriacyepa, Cro-
CO6CTBOBAAQ MO3UTUBHOMY MEepEeAOMy B TeYEHUM BOAE3HM, MPAKTUHECKM MOAHOW PEeBepCum NopaXKeHMSs
AETKUX, AVIKBUAQLIMIN XKN3HEYTPOXKQIOLLIEN LINTOMEHUN 1, B KOHEYHOM UTOre, COXPAHEHMIO XKN3HU MALMEHTQ.
Kak v B psiae ARYX KAMHUYECKUX HAOBAKOAEHUM, AeHEeHNE PUTYKCUMABOM OKQ3AAOChH HEDDOEKTUBHBIM B
MAQHE BOCCTAHOBAEHUST QYHKLIMN MOYEK.

KAloueBble CAOBQ: CHHADOM [YANQCYEPQ, AbIXQTEALHAS HEAOCTATOYHOCTh, MOYEYHAST HEAOCTATOYHOCTb,
AeYeHue; PUTYKCUMAOG, KAMHUYECKU CAYHan

B 1919 roay Bo Bpems anuaeMuy TpUIIIia aMepruKaH-
CKUI Bpauy U natodusnonor dpHecT YuiabsaMm ['yamac-
yep (Goodpasture E.W.) onucan coyeTaHue TSIKEIOro
MopaXxeHusl JIETKUX (reMOopparnyeckKoro ajabBeoJIMTa)
1 OBICTPOIIPOIrPECCUPYIOIIETo IJoMepyloHedpura y
nauueHta 18 ser [10]. Croycra 39 e, B 1958 roay, mo
npemioxeHuto M. Stanton u J. Tange, onucaBIlux yxKe
7 MoAOOHBIX Cay4yaeB, JaHHOe 3a0ojieBaHKME ObLIO Ha-

3BaHO cuHApoMoM ['yamacuepa. DTO CHCTeMHBINM Ka-
MAUISIPUT C MPEUMYIIECTBEHHBIM IMOpaKeHUEM ajlb-
BEOJI JIETKUX U 0a3ajibHbIX MeMOpaH IJIOMepPYJISIpHOIO
anmapaTta Mmo4JeK I10 TUILy reMOpparudyeckux MHEeBMO-
HUTa U ToMepyiaoHedpuTa [2]. OcoOEeHHOCThIO 3TOrO
CUHIpOMA CYMTAIOT HAJMYMe aHTUTE] K KOMIIOHEHTaM
0aszajabHON MeMOpaHbl ajbBEOJ M IMOYEUYHBIX KIy0ou-
koB (aHtu-bMK-anTturen; anti-glomerular basement
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membrane — anti-GBM), oOycioBauBamoimux Hux
onHoBpeMeHHoe mopaxeHue [11]. B 1950-x romax
C.A. Krakower u S.A. Greenspon [15] uaeHTUGULIUPO-
BaJIM 0a3aJIbHYI0 MEMOpPaHy aJIbBEOJI M MOYEYHBIX KITy-
6oukoB (GBM) kak antureH. AHTU-GBM-aHTuTe 12
HampaBJIeHbl TIPOTUB HeKojutareHoBoro (NC-1) mome-
Ha o-3 1enu KojuiareHa IV Tuma, KOTOpeIii B Hambo-
Jiee BBICOKOW KOHIIEHTPAIIMU HAaXOAUTCS B 0a3abHbBIX
MeMOpaHax TOYEYHBIX U JIETOYHBIX KamwuIsapoB [9].
[MpeumymiecTBeHHOE BOBJIEUEHNE B WUMMYHOMATOJIO-
TMYECKMI IPOLIECC UMEHHO AJIbBEOJISIPHOU U TJIIOME-
PYJISIpHOI MeMOpaHbI OOBSICHSIETCS, C OMHOM CTOPOHHI,
MaKCUMaJIbHOI CTEINEeHbIO MPEACTaBICHUSI B HUX O-3
1erneit KojuiareHa, ¢ Ipyroii — HauOoJIbIlel CTPYKTYyp-
HOI IOCTYMHOCTbIO 151 (pUKCALUU LUPKYIUPYIOLIAX
anrturen [7, 11].

HexkoTopble uccaenoBaTeiu pacIliUpsIlOT MOHSITUE
cuHapoma Il'ynmacyepa, MO CYIIECTBY OTOXKAECTBIISIS
€ro C JIeTOYHO-TIOYeYHBIM CUHIPOMOM, KOTOPBIA Ha-
OJIOAIOT HE TOJIBKO TIPU THUIIEPIIPOMYKIIMU aHTH-
GBM-anrturen, Ho u ipu AHILIA-accoummpoBaHHbBIX
CHCTEMHBIX BaCKYJIUTaX, a TAKXKE IMPU TPOMOOTHUECKUX
MUKPOAHTUOTIATUSIX U CUHAPOME TNCCEeMUHUPOBAHHO-
TO BHYTPUCOCYIMCTOTO CBEPThIBaHUS KpoBU [8]. Psn
He(hPOJIOTOB OOBEAUHSIIOT COYETAaHUE IUPKYIUPYIO-
mmx aHTu-GBM -anTuTeN, mopaxkeHus MoYeK U JIETKUX
B MoHsITHE «0oJie3Hb ['yamacuepar, a nMpu OTCYTCTBUU
LIMPKYJIMPYIOLIMX aHTUTEN — B «cuHIpoM ['yamacyepa»
[1]. OnHaxko B Matepuanax MexxayHapOAaHO corjiacu-
TeJbHOI KOH(EPEeHIIUU 110 HOMEHKJIaType BaCKYJIUTOB
B Chapel Hill (2012) tepmuH «60j1e3Hb ['yaracuepa» He
yIoMMHaeTcsl BooOlle, a moa cuHapomoM I'yanacuepa
(oTMeyasi, YTO STOT 3MOHUM MCIIOJb30BAJICS B IPO-
1IIJIOM) TOHUMAalOT KOMOMHUPOBAHHOE ITOPaXKEHUE JIeT-
KUX U nouyek npu 6oje3nu aHtu-GBM-anturen [14].
MMenHo nocnenHuii TepMuH — anti-GBM disease —
YYaCTHUKM KOHCEHCyca TOIaloT B HOMEHKJIAType |
CUMTAIOT TIPEANTOYTUTEIbHBIM: TAKMM, KOTOPBIN OXBa-
THIBAET CBSI3aHHBIE ¢ ocaxkneHneM aHTu-GBM-anturen
MOBPEXIEHUST JIMOO TJIOMEPYISIPHBIX KaIMWIISIPOB,
JINOO JIETOYHBIX KAMWUISPOB, JUOO U TOTO, U APYTOro
BMecTe. [1pr 3TOM aBTOpPHI OTMEUAIOT HETOYHOCTD Ha-
3BaHus anti-GBM disease, mockonbky anTtu-GBM-
aHTUTEJIa pPearupyloT He TOJLKO ¢ 0a3anibHOII MeMOpa-
HOW TTOYEYHBIX KJTYOOUKOB, HO TaKXKe U ¢ 0a3albHBIMU
MeMOpaHaMy aJbBEOJISIPHBIX KalWUISIpPOB, HO BCE Ke
npeajaraloT €ro COXpaHUTb, OTAaBasl JaHb CJIOXUB-
LIEUCS TEPMUHOJIOTUYECKOW TPaAULIUK.

Cunapowm I'yanacuepa sBisieTcsl peakuM 3aboJieBa-
HueM: 0,5—1 ciryyaii Ha 1 MH B roa. ITuk 3a6oneBaemo-
CTU TIPUXOAMTCS Ha Bo3pacT 1o 30 u rmocie 60 JjeT, He-
CKOJIBKO yYalle 00JIeI0T MyXKUMHBI. be3 cBoeBpeMeHHOM
JIMaTHOCTUKY U JieueHUs 3a00jieBaHWe MOXKET TpuBe-
CTU K MACCUBHOMY JIETOYHOMY KPOBOTEUEHUIO, OCTPOI
MMOYEYHOI HEeJOCTAaTOUHOCTU U Jaxe K cMepTu [2, 11].
Panee cunapom lynmacyepa cuutasicss cMepTeIbHBIM
3a0osieBaHreM [22], BHEApPEHME arpeCCUBHOM MMMY-
HOCYIIPECCUBHOI Tepamuy B COYETAaHUU C Tazmade-
pe30oM, MPUMEHEHHE XPOHUYECKOTO reMoaurain3a Io-

BBICUJIM YPOBEHb TOAMYHOI BhIKMBaeMOCTH 10 86,9 %
[13], 5-neTHeit — go 80 % [22].

Haunbosee yactoe KIMHUYECKOE MPOSIBIIEHUE CUH-
npoma I'yamacuepa — OBICTPONPOTPECCUPYIOLIUIA TJ10-
MepYJIOHE(MPUT C HEYKJTIOHHBIM CHIDKCHUEM TTOYSUHBIX
(GYHKIMI BIIOTH 10 Pa3BUTHUS TEPMUHAIBHON CTaInu
XPOHMYECKON TTOYEeYHOW HEeTOCTaTOYHOCTH, C TeMaTy-
pueil u TpoTeHypUelt pa3HOM CTETIeHU BEIPAXKEHHOCTH
(mporenHYpUsT HE(POTUUECKOTO YPOBHS BCTPEUAECTCS
penko). Mopdhoaornaeck mpu CBETOBOM MHKPOCKO-
MUY BU3YAJIU3UPYIOT MOSIBIICHUE TIONYJIYHUN B Oojee
50 % xi1yb0uKkoB, (GUOpHUHA B MOYEBOM IIPOCTPAHCTBE;
YacTO BCTPEUalOTCS pa3pbiBbl 0a3ajabHON MeMOpaHbBI
OOYMEHOBOM KarlCyjibl U BBIXOJ KJIETOK M (puOpuHa u3
MOJIYIYHUIT B OKpyXatoluii uHtepctuiuii. ITopaxe-
HUE JIETKUX KJIMHUYECKU MPOsIBIsIeTCS MO0 KpoBOXap-
KaHbeM, JU0O KPOBOTEUYCHMSIMU, KOTOpble Haubosee
4acTo M OMNpPEAesiioT MPOrHo3 3abosjieBaHus. Mopdo-
JIOTUYECKU U3MEHEHUS OMUCHIBAIOT KaK HEKPOTUZUPY-
FOIIWIA reMOpparndeCcKnii HHTEPCTULIMATBHBIN ITyJTbMO-
HUT C OCTPBIMM OYaroBBEIMHA HEKPO3aMU aTbBEOISIPHBIX
CTEHOK U C BHYTPHMAIbBEOSIPHBIMUA KPOBOU3TUSHHUS -
MM, (puOpo3MpoBaHEM TIEPETOPOIOK, TUTIepTpodueit
BBICTUJIAIONINX CETITHI KJIETOK M OpTraHU3aIlleil KPOBU B
TpeJiesiax ajibBeOJISIPHBIX TTPOCTPAHCTB [ 1, 6].

AHanu3 rpyni 60JbHBIX ¢ cuHApoMoM ['yamacuepa
C Pa3JIMYHOM CTEMEHBIO BBIPAXXEHHOCTHU MTOYEYHOU HE-
JIOCTaTOYHOCTHU TTO3BOJIMII 0003HAYUTH (DAKTOPHI, KOTO-
phbIe OIpeesIioT HeOMaronpusTHBINA MOYEUYHBI Mpo-
THO3: YPOBEHb KpeaTMHMHA B CBIBOPOTKE KPOBU OoJjice
600 MKMOJIb/J1, OJIUTOAHYPUSI, PAHHSIS ITOTPEOHOCTh B
IMaIu3e, OTCYTCTBUE HOPMaJIbHBIX KIIyOOUKOB B OMO-
MTaTe W BBICOKUU MPOLICHT MOJTYJIyHUN, LUPKYJISIIUS
anturen K GBM [16, 18].

Ieab 1aHHOTO KJIMHWYECKOIO OTYeTa — OMKUcaTh U
00CyIUTH CiTydaid ObICTPOITPOTPECCUPYIONIETO TTOpakKe-
HUSI TTIOYEK U JIETKHX Y MOJIOJIOTO MAIlMEHTa C BBISBICH-
HBIMM aHTUTEJIaMU K 06a3abHON MeMOpaHe KJTyOOUKOB
(antu-GBM-aHTuTEN), YCHIEITHO JIEYEHOTO PUTYKCH-
MaboM.

IMamment K., 1991 roma poxmenus, xuteiab BuH-
HUIIKOI 00JIACTH, IOCTYITHII B KITMHUYECKYIO OOJTBHULLY
«®eodanus» I'V]I 28.07.2017 roga B KpaiiHe TSKEIOM
COCTOSTHMH, OOYCIIOBIICHHOM IBIXaTeJbHOI HemocTa-
TOYHOCTBIO Ha (pOHE CyOTOTAJILHOTO MOpaKeHUS JieT-
KX, aHypUE U OCTPOM ITOYEYHON HETOCTATOYHOCTHIO.

W3 anaMHe3a M3BeCTHO, 4TO B Iepuon ¢ 22.06 1o
29.06.2017 oTMeuaaoCch 3HAYMTEIbHOE IIEPEOXTIaXKIC-
HUE C 2MU30I0M 03HO0A, B JaJIbHEMILIEM IMOBBILLIEHUS
teMmneparypsl He Obuto. C 30.06.2017 Gecriokou Ka-
1IeJTb; JICUMJICS CaMOCTOSITEIBHO OTXapKUBaIOIIUMU
nperapatamMu. B 3TOT mepuom otMevaicst 3mu307 3J710-
YIIOTpeOJIeHUSI CITMPTHBIMY HAITUTKAMU B TeUCHHE He-
nemu. [Tpubmusutensro 17.07.2017 mosiBUIOCH KPOBO-
XapKaHbe (HEMHTEHCHBHOE, | IIEBOK OypoTro IIBETa).
C stuMu cuMmIIToMaMu (Kamledqb W KPOBOXapKaHbBE)
00paTWiICs B LECHTPAIBHYIO pailOHHYIO OOJBHUILY, TIe
IocJIe TPOBEACHUSI PEHTreHoTrpauu OpPraHOB TPYII-
HOIl KJIETKM ObLTa 3aroao3peHa IIoJrMcerMeHTapHast
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ITHEBMOHMSI, Ha3HAYeHa aHTUOAKTepHrallbHAs Teparusl.
OpmHaKo COCTOSTHME OOJIBHOTO IPOTIPECCUBHO yXYIIIa-
JIOCh — HapacTajlu cJaboCTb M OAbIIIKA, MOSBUJIOCH
Oosiee 0OMIbLHOE KPOBOXapKaHbe, peHTIEHOJOTNUECKHU
pacHIMpsIMCh TPAHULIBI TTOPaKEHMST JIETOUHOM TKaHM.
Yepes 3 mHd T1ociIe Havaia aHTUOAKTepUabHOU Tepa-
MUY TIAIMEHT OTMETHUJI 3TMU30]] HOYHOM reMaTypuu co
CHUXeHMeM ypoBHs remorioonHa 1o 70 r/mn. Emne uepes
3 IHS pa3BUJIACh aHYPHSI.

24.07 mammeHT AOCTaBiAeH B BuUHHMIIKYIO 00nacT-
Hylo KimmHn4ecKyto 6oapHULy (OKB), rome KoHCcHInym
Bpayeil Ha OCHOBaHUU KJIMHUYECKUX JAHHBIX BIICPBBIC
3anono3puin cuHapom [yamacyepa. C 3TOoro MoMeHTa
TeyeHue OOJIE3HU CTAHOBUTCS KPUTUYECKM OBICTPO-
IIPOIPECCUPYIOLINM.

IIpu noctymienuun B BunhHuinkyio OKbBb y maum-
eHta K. HaOmomanuce craenyloiiue jgadopaTOpHbIe
rmokazarejiu: remMorioouH — 70 1/, 3pUTPOIUTH —
2,89 x 10?/n, neiikommtel — 9,0 x 10°/71, manzouko-
saaepuble — 10 %, cKOpPOCTh OCeIaHUsI SPUTPOLIUTOB
(COD) — 20 mm/u. O6wwMit 6Geok — 61 r/a, MOYEBU-
Ha — 8,0 MMOJIB/J1, KpeaTUHUH — 94 MKMOJIb/JT, OMIH-
pyouH — 16,6 MKMOJIb/J, aJaHMHAMMHOTpaHCchepa-
3a — 45 en/n, acnaprataMuHoTpaHchepasa — 38 ex/n.
B o0wieM aHanuze Moun: 6enok — 0,066 %o, spuTpo-
Tl — 20—30 B moje 3peHus (1/3), JEUKOLMTH —
6—7 B 11/3. LluTon0rnueckoe UccaeaoBaHue MOKPOTHI:
B IIperapare 3pUTPOLIMTHI, aJbBEOJOLMUTHI, (haromu-
Tl — 10 15 B 11/3, aeiikouutel — 2—8 B 11/3, 1UMbO-
uutbl — 0—1 B n/3. IpokanbuuroHun — 0,18 Hr/mi
(Hopma — mo 0,5 ur/mur). MckimodeHsl TyOepKyie3
nerkux, BUY, BupycHbie renatutel B 1 C, B34THI aHa-
JIU3bI HA aHTUTEJA K 0a3aJIbHBIM TJIOMEPYJIIPHBIM MEM-
OpaHaMm. B nuHamuke y mauMeHTa IMporpeccupoBaia
JbIXaTeJbHasl U IMOYeYHas HEeJOCTATOYHOCTb, aHEMUSI
(remornobuH — 60 r/1), HapacTaau IOKa3aTeau Kpe-
atuHuHa (10 446 MKMOJIb/J, 576 MKMOJIb/JI) U MOYe-
BuHbl (12,1 Mmonb/a, 18,7 mMonb/m). IIpoBommiacek
MHQY3UST CBEXKE3aMOPOXEHHOM IIJIa3Mbl, OTMBITBIX
SPUTPOLIUTOB, B CBSI3U C IIPOrPeCCUPOBAHUEM YPEeMUU
IpoBeleHO 3 ceaHca TreMoavanu3a. Hapacraromias
JIbIXaTeJbHasl HEeJO0CTaTOYHOCTh MOTpeboBajia IpuMe-
HeHusi CPAP-tepanuu (Continuous Positive Airways
Pressure). Bo Bpems npeodniBanusi B Bunnuukoit OKJI
MMaIMEeHTy TIPOBEIeHA MYJIbC-TEPATTUS METUIITTIPETHN30-
JIoHOM B 03¢ 500 Mr — 6e3 CyIleCTBEeHHOI0 KJIMHUKO-
JabopatopHoro 3¢ dexra. s najibHeR1Iero jeueHus
OoypHOI peaHmMOOMIeM Ha BeHTWISIIMK B CPAP-
pexuMme TiepeBe3eH B KIMHUYECKYI0 OombHUIy «Deo-
danusa» (r. Kues).

[Ipy mocTymileHMU COCTOSIHME MallMeHTa KpaiiHe
Tskesnoe. OObEeKTUBHO: AaCTEHUUYECKOTO TeJIOCTOXKECHUS.
B cosnanun, anexBareH. KoxkHble TTOKpOBHI OJIeHEBIE,
BBICBIITAHUI HA KOXE B JaHHOE BpeMsI U B aHaMHe3e
HeT. Cnusuctolie o0osouky yncToie. [epudepuueckue
JUMOY3IIBI, TOCTYIIHbIC IAJbIIallMi, HE YBEJIWYCHBI.
MBIIIIBI XOPOIIO pa3BUThI, MUaIruii HeT. CycTaBbl
BHEIIHE 0e3 IaTOJIOrMYeCKUX M3MeHeHuii. [lauueHT
JIBIIITUT Y€Pe3 MacKy C KUCIOPOIOM, IIPH €€ CHATHY Obl-

CTPO HACTYMaeT YyBCTBO HeXBAaTKM Bo3ayxa. Sa0, (6e3
macku) — 72 %. Ha monosHuTeIbHO BEHTUISIIIUU B
pexume CPAP u mogaue 70% Kuciopoaa catypaiust
KanmuJuisspHoit KpoBu 98 %. He3HaunTeTbHBINA 1IUAHO3
ry0. DKCKypCus IpyaHON KJIETKU coXpaHeHa. AyCKyJIb-
TaTUBHO: PE3KO OCIabJeHHOE BE3WKYJISIPHOE JIbIXaHUe
Ha BCEM MPOTSKEHUM ¢ (DOKYyCaMU OTCYTCTBUS JIbIXa-
HUSI, BJIAXKHBIE XPUTIBI HE BBICTYIIINBAIOTCS, HA BBIJOXE
paccestHHBIC CyXHe CBUCTAIIME XpUIThl. OOMIbHOE KPO-
BoxapKaHbe. CepleuHbie TOHBI 3BYYHBIC, ITATOJIOTMYC-
CKHE IIIyMbI HE BBICIYIIMBAIOTCS. YacToTa cepIeyHbIX
coKpalleHuii — 88 ya/MuH, IIpH pa3roBope Bo3pacTaeT
1o 100 yn/mMuH. AprepuansHoe napieHue — 130/90 mm
pT.cT. 2KMBOT MsITKMIi, 0€3007€3HEHHBIN, TPUHUMAET
ydacThe B akTe JbixaHus. [ledyeHb BbICTymaeT M3-IOM
Kpasi pedepHoit ayru Ha 1,5 cm. [lanenupyercst HUX-
HUl Kpaii cene3eHKU. OTpe3KM KullleyHHMKa 6e3 0co-
o6eHHocTeit. CTyJ 10 2 pa3 B I€Hb 0€3 MaTOJI0TUYECKMUX
npumeceit. AHypust. OTeKr Ha HUXKHUX KOHEYHOCTSIX
OTCYTCTBYIOT.

[TauueHTy 6BLIO TPOBEAECHO KOMILIEKCHOE 00Ce10-
BaHUeE JJIST yTOYHEeHUsT AuarHo3a. [1pu ynpTpa3sByKoBOM
WCCJIEOBAHUM OPTAHOB OPIOITHON TTOJIOCTU: Pa3Mephl
npaBoif Touku — 127 x 54 mMm; neBoit — 140 x 58 Mm,
napeHxuMa TOJIIIMHON B MpaBoil rmouyke 17 MM, B Jie-
Boii — 19 MM, muddepeHMpOBaHHAs, KOPKOBBIN
cyoii 1 (y3HO MOBBIILIEHHON 3XOT€HHOCTH; HEOOJIb-
1I0€ KOJMYECTBO CBOOOIHON XUAIKOCTH BO (hjlaHKaX.
Dxokapauorpadpus: 0e3 CyIIECTBEHHBIX M3MEHEHUIA,
(paxumst BeIOpoca — 60 %. KinanaHHblil anmapar 6e3
M3MEHEHUM, JIOKAJbHBIX HapyLIEHUN COKPaTUMOCTH,
MPU3HAKOB JIETOYHOM TMIEPTEH3UU M HaJIUYUs CBO-
0OIHOM XUAKOCTU B MOJOCTU MepuKapaa He BbISIBIE-
HO. JIONIMIepoBCKOE MCCIEIOBAHUE COCYIOB BEPXHMX
W HIDKHUX KOHEYHOCTe — 0e3 AMarHOCTMYeCK! 3Ha-
YUMBIX CUMITOMOB. MyJIbTUCITMPAIbHAsI KOMITbIOTEP-
Hast Tomorpadust (MCKT) opraHoB rpymHOI KIeTKA
ot 31.07: Ha akcuanbHbIX U KopoHanbHBIX KT-cpe3ax
000MX JIETKNX CYOTOTAJIBHO, KPOME CaMbIX KPATHUX TIe-
pudepruIecKUX OTICIOB, OIPEACISIeTCS 3HAUNTEIHHOE
CHIDKECHME MTHEeBMATH3aIlUM JIETOYHOM MTapeHXUMBI I10
TUILY «MAaTOBOI'O CTEKJIa» U aJIbBEOJISIPHOIO KOMIIOHEH-
Ta (muddy3HOoe anbBeosipHOe KpoBousnusHue). [1po-
XOJIUMOCTD TPaxeoOPOHXUATIBHOIO IepeBa HEe Hapyllle-
Ha (puc. 1).

C uenblo auddepeHInaIbHON IUAarHOCTUKU ObLIU
MPOBENEHBI CenyolIre JabopaTOpHble 1 UMMYHOJIO-
TMYECKUE MCCAENOBAHMS: aHTUHYKJIeapHble aHTUTea
IgG (ANA) — 0,24 (< 1,0 — HeratuBHbIii). OCMOTHU-
YyecKasi pe3UCTeHTHOCTh dpUTpoluToB: min — 0,50 %
(nHopma — 0,48—0,46 %), max — 0,30 % (Hopma — 0,34—
0,32 %. Ilporeunasa-3 (PR-3), anrurena IgG < 0,2
(weratuBHBIM pu < 1,0). Muenonepokcumasa (MPO),
anturena IgG < 0,2 (werarusHbiit mpu < 1,0). G-6-
FDG (rm10k030-6-dochatneruaporeHaza) — 22 En/rp
Hb (Hopma — 6,6—17,2).

WmmyHorpamma: Jeiikouutbl — 18,9 x 10%/1,
numbountel — 1,56 x 10°/n (8,3 %), T-numbounTsl
(CD3+) — 0,59 x 10°/n (38,1 %), T-xenmepsl
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(CD4+) — 0,33 x 10°/n (21,5 %), T-cympeccopbl
(CD8+) — 0,14 x 10°/71 (9,2 %), NK-xnetku (CD16+
u CD56+) — 0,13 x 10°/n (8,6 %), B-numdouutsr
(CD19+) — 0,76 x 10°/n (48,8 %), UMPKYyJIUpYIO-
muit UMMyHHBIM Komimieke (LIMK) — 9 yemen.,
IgG — 6,36 r/n, IgM — 3,5 r/n, IgA — 1,42 r/n. Ha-
omonaercss TUMGOIIEHUSI, CHUKEHME KOJTUYeCTBa
T-mumbormToB 3a cuer CD8+, BbicOKUII ypOBEHb
B-mumdonmros (CD19+) — 48,8 % (nopma — 5—17 %;
0,07—0,37 x 10°/11), cHkeHue ypoBHs IgG 1 MoBbIIIE-
Hue IgM, cHMXeHUe KOMILJIEMEHTapHON aKTUBHOCTU
cbIBOpoTKHY KpoBu (40 ripu HopMe 54,9—67,5).

IToBTOPHO B3STHI aHAIU3bl HA aHTUTENIA K Oa3ajib-
HOII MeMOpaHe IIIOMepYJISIPHOrO arrapara.

B ob6uieM aHanu3e KpoBM HaOdrofasach Tskenast
aHeMusl (KoJiebaHUsT reMorioOorHa ot 65 mo 80 r/n),
HECMOTpPSI Ha OTCYTCTBME BUAMMBIX MCTOUYHUKOB KPO-
BOTEUCHUsI, CKYIHOE KpOBOXapKaHbe U IIPOBEICHUE
TIOCTOSTHHBIX TeMoTpaHchy3mit. AHeMmMmdeckas Iia-
HeJIb JIabOpaTOPHBIX MCCIeAOBaHUIA: (hosieBast Kuc-
nota — 1,4 ng/mL (3,1-20,5 ng/mL), Butamun B, —

302,0 pg/mL (187,0—883,0 pg/mL), ddeppurun
> 1500 ng/mL (28,0—365,0 ng/mL), cbiBOpoTOU-
Hoe kene30 — 14,2 MKMOJb/J, 3PUTPONOITUH —
192,0 mIU/mL (5,4—31,0 mIU/mL). [Tpsimast u Hemipsi-
mas peakuuu Kym06ca — oTpuliatesbHbIe.

Hab6nonanace anypusi 6e3 MO3UTHUBHBIX CABMUIOB,
MPOBOIMJIACH 3aMECTUTEIbHAsT TTOUYeYHasl Teparnus —
WHTePMUTTUPYIONINE TEMOAWAJM3bl Ha ammapare
AK 95, a mosngHee HemnpepbiBHas (48 4acoB TOmpsin)
3aMeCTUTC/IbHAS TIOYeUHasT Tepalusl Ha ariapare
Prizmaflex: ypoBeHb MOYEBUHBI — 28 MMOJb/J, Kpe-
aTUHUH — 566 MKMOJIb/J1, Kajauii — 4,7 MMOJIb/J1, Ha-
Tpuit — 132 mmounb/n. O6uuii 6enok — 43 1/11; anboy-
MUH — 29 1/1; OuiupyOouH oot — 17,7 MKMOJIb/1,
rmoko3a — 7,0 mMosib/n1. IIpoBonuiack Takke MOCTO-
saHHasg CPAP-tepanus Ha annapare DRAEGER. Co-
CTOsSTHUE OOJIbBHOTO OCTaBajiOCh TSKEJbIM BCJIEICTBUE
MOYEYHOM U AbIXaTeJIbHOU HEAOCTATOUHOCTU, KOTOPbIE
B IMHAMMKE TTPOTPECCUPOBAJIH.

B oxupmanuu pe3ynbrara aHajam3a KpOBM Ha aHTH-
Tesa K 0a3aabHOM MeMOpaHe MOYeYHBIX KIyOOUYKOB, IT0

b

r

PucyHok 1. fJaHHbie MCKT opraHos rpyaHovi knetku nauyneHta K. ot 31.07.2017 go Ha4yana
uMmyHocynpeccuBHou Tepanun. Ha akcnanbHbix u KopoHasnbHbix KT-cpe3ax o6oux nerkux cyb6TotasnbHo,
KpoMe caMbiX KparHux nepughepu4eckux oTgesios, ornpeaesnsieTcsi 3HaynTesibHoe CHUXeHue rnHeBmaTu3anmm
J1Iero4Hou napeHXmuMbl ro TUIMy «MaToBOIro CTeKJ1a» U aslbBeoJISIPHOIro KOMINOHEHTa (ANghghy3Hoe anbBeosisipHoe
kpoBousnusiine). [(poxoanMocTb Tpaxeo6poHXUarbHOO AepeBa He HapyLUueHa
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pe3yJbTaTaM KOHCYJIbTalUil CIEMATUCTOB U KOHCUIIM -
YMOB, C y4ETOM COYETaHUsI JIETOYHOU 1 ITOYEYHOI 11aTo-
JIOTUM, HAJIMYMUS KPOBOXapKaHbs, MPOTrPeCCUpPYIOLIErO
Te4YeHUsT 3a00JIeBaHUSI C PAa3BUTHEM JIBIXaTeIbHOM U TO-
YEYHOU HEIOCTaTOYHOCTH, CyOTOTAJILHOTO ITOPaKEHMUSI
serkux, 1o maHHeiM MCKT, oTcyTcTBUST Ipyrux cu-
CTeMHBIX TIposiBiieHuii [ 12] maruenTy K. Obu1 BhIcTaB/IeH
TIpeABaPUTEIIBHBIN AUAarHO3 «cHHApoM ['yamacuepar.

brina HaszHaueHa CUMHXPOHHAsT KOMOMHUpPOBaHHAas
MyJIbC-Tepanus: MOCAeA0BaTeIbHbIC CEaHChl KAaCKaTHOMN
rta3MouabTpaluuu Ha anmapare Spectra Optia ¢ uc-
MOJIb30BaHWEM KacKaaHbIX IasMopuibTpoB Evaflux
2A20 (c 00paboTkoit 3a Kaxablii ceaHc 1o 1 OLLIT) yepes
neHb Ne 3 ¢ moclieAyIonM BBeAeHeM TUKIIopocdaHa
800 Mr u MetuinpeaHusoioHa mo 1000 Mr B TeueHue 3
JIHEU noapsia BHyTpuBEeHHO. I1ocse 3apepiieHus mysibe-
Tepanuu — Tepexo/l Ha epopaTbHBIM TPHUEM TITFOKOKOP-
TUKOUIOB B 03¢ 32 Mr, a mo3aHee 48 Mr B AeHb. O1HO-
BPEMEHHO TTPOBOAWIACH CUMITTOMATUYECKasl Teparusi,
JIeYeHHWE NBIXaTeJIbHOW W TOYEYHOI HEIOCTaTOUHOCTH.
ITo MHEHUIO MHOTHX UCCeaoBaTeNe, UMEHHO coueTa-
Hue mnazmMadepesa, ukiodochamuna 1 rIIOKOKOPTH-
KOJIOB C TIOCJICAYIOLINM TIePEX0I0M Ha aJIKMIAPYIOIINI
MMMYHOJCTIPECCAHT SIBJIIETCS 30JIOTBIM CTAHIAPTOM JIe-
yenns cuHapoma I'yanacuepa [19, 26].

ITocne nmpoBeneHUsT CUHXPOHHONM KOMOWHUPOBAH-
HOIl MyJbC-TepalMM COCTOSIHME OOJBHOTO IPOI0JI-
JKaJIo OCTaBaTbCsl TSKEJIBbIM: COXPAHSUIMCh CUMITTOMBI
JbIXaTeJIbHOU M MOYE€YHOl HEeAOCTaTOYHOCTU 0e3 Mo-
3UTUBHOU AMHAMUKU, KPOBOXapKaHbE, MEPUOANYECKU
C YyCUJIeHUEM, HapacTajl aHeMUYECKUI CUHIPOM, TIPpU-
COeIMHUIIACh TPOMOOILIUTOIIEHUST, TTOTpeOOoBaBIIIasT He-
OITHOKPATHBIX TIepeIMBAaHUI TPOMOOITUTAPHON MAacCHl,
HaOJIo1a1ach 3HAUUTETbHAS TUTIOTTPOTEUHEMUSI.

06.08.2017 6bUT TIOJYYEH TIEPBBIA aHAIU3 aHTHTEN
IgG k 6a3anpHOI MeMOpaHe TIIOMEPYJISIPHOTO aIrapa-
ta (GBM) ot 27.07.2017 — 4,2 AW (HeraTuBHBIN Mpu
< 1,0). IoBtopubit anamm3 (ot 02.08.2017) mpome-
MOHCTPHPOBaJI 6oJjiee BEICOKMI moKa3areab — 5,2 AUW.
[TonyyeHHBIE UMMYHOJIOTUYECKIE TaHHBIC TTO3BOJIMIN
MOATBEPAUTD IMarHo3 cuHapoMa ['yamacuepa.

Takum o0Opa3oM, Ha OCHOBAHUM M30JUPOBAHHO-
0 HETOKCUYECKOIo Y HEMH(MEKIIMOHHOTO MOPaXKEHUS
JIBYX OPTaHOB — JIETKUX U MOYEK IO TUITYy OBICTPOIPO-
TrPECCUPYIOIIETo reMaTypuIeCcKOro rioMepyioHedpuTa
U1 TeMOPParnyeckoro aabBeOI1Ta, BBICOKUX TUTPOB aH-
TUTEJ K 0a3ajbHON MeMOpaHe IJIOMEepYJISIpPHOTO armia-
para (IBasKIbl), OTCYTCTBUS TTOBBIIICHUS TUTPOB IPYTUX
AHTUTEN, CIIeHUMUIHBIX U1 CUCTEeMHBIX 3a00JIeBaHUI
COENMHUTETbHON TKAaHW W CHUCTEMHBIX BAaCKYJIWTOB,
MalMeHTy ObUT BBICTABJEH IWMArHo3 «cuHapom [ym-
rmacuepa, octpoe TeueHue, aHTU-GBM-TTIO3UTUBHEIA,
C TIOpaxkeHUEM JICTKHNX (TeMOpparndecKuii ajJbBEeOJINT,
JIeTOYHAsI HEIOCTaTOYHOCTD 3-# CT., KOpPUTUPOBaHHAS
CPAP-tepanueii), mouyek (OBICTPOIIPOrPEeCCUPYIOIINIA
romepyJioHedput, anypus ¢ 27.07.2017, ypemus, Kop-
PpUTMPOBAHHAS IIPOJOHTMPOBAHHOM 3aMECTUTEIbHOM
Tepanueld Ha anmapaTe Prizmaflex). BropuuHas aHe-
MU, TPOMOOLIUTONIEHUSI».

OCHOBBIBasICb Ha KPUTUYECKHU TSKEJIOM COCTOSI-
HUM MalyeHTa, KpuTudeckoi 3aBucumoctu ot CPAP-
Teparuy, KpUTHIECKA HU3KOM YPOBHE TPOMOOIIMTOB
(48 x 10°/11), TsKe0M aHEMUU (TeMOTJIOOUH — 64 T/11),
BBIPAXKEHHOU TUITONPOTEMHEMUN (OOIIUI OeloKk —
46,8 /1), ObUIO NPUHSTO PELIEHUE BO3AEPXKATHCS OT
TIPOBEICHUSI OMOTICUY TTOYEK U JIETKUX.

IMauenTy, 6e3yciioBHO, OblIa MOKa3aHa Tepanwus
urkiaodochaMuaoM WIM a3aTUOTPUHOM COBMECTHO
C IIIOKOKOPTUKOWIHONM Tepamueil, OQHAKO €€ MpOoBe-
JIEHNEe BO3MOXHO TOJBKO TMOCJE HOCTWXKECHUSI YPOBHS
TpoMOoLKTOB Bhille 100 x 10°/1. [To3TOMY KOHCUITIYM
MPUHSI pellieHre Ha oHe MpoaoJKalolleiicsl peaHu-
MallMOHHOM >XM3HEIOANepKUBAIOIIEH Teparmuu Bep-
HYTbCSI K MMMYHOCYIIPECCUBHOI Tepamuu: MPOBECTU
nyJbCc-Tepanuio MeTuianpeaHu3onoHom no 1000 mr
5 AHeW MOoApsiA C MEepPeXoJoM Ha MepOopaibHYIO 03y
64 mr/cytku. BBHIy HEBO3MOXHOCTH MPOIOJIKEHUS
JledeHns 1ukiIodocdamMugIoM 13-3a IMUTOIIEHUN B Ka-
YECTBE MMMYHOCYITPECCOPHOTO areHTa ObUIO PEelIieHo
WCTIONb30BaTh PUTYKCMMA0, KOTODPBINM JOKAa3ayl CBOIO
sddektuBHOCTh Tpu AHIIA-accoummpoBaHHBIX CH-
CTEMHBIX BaCKyIUTax [24] 1 BoT94aHOYHOM Hedpute [4,
17]. ObocHOBaHMEM IS MPUMEHEHUS PUTYKCUMaba
npu cuHapoMe ['yamacuepa sSIBUIKCH TaHHbBIC JUTEpa-
Typbl, OMKCaHUe KJIMHUYECKUX ciydaeB [3, 19, 27], a
Takxke rnoBbiieHue y namueHTa K. yposus CD19+ 60-
Jiee YeM BIBOE, BBICOKMIT ypOBEHb aHTUTE K Oa3aIbHOM
MeMOpaHe TiaoMepyiasipHoro ammnapata (aHTu-GBM-
aHTUTeN), Hea(P@PEKTUBHOCTh MPEabIayIleii UMMYHO-
CYMNPECCUBHOM Teparnuu.

B 2002 rony K. Arzoo et al. [5] coobmuimn o6 uc-
MOJTb30BAaHUN PUTYKCMMaba ISl JIEYEHUS] MalleHTa
C peluauBUpPYIOINM cuHaApoMoM [yamacdepa, KOTo-
poMy TepBOHAYAJIbHO TPOBOAWIN TPAAUIIMOHHOE Jie-
yeHne nuKiIogochammaom. IMarmeHT MOayIni mecThb
HEIEJTbHBIX 03 PUTYKCHMaba ¢ BBIPaXXCHHBIM YIIyd-
IIEHNEM CUMIITOMOB U Mcue3HoBeHrneM GBM-anTturen
B KpoBU. Co00IIIaIoch TaKKe, YTO Y MAllMeHTa COXpa-
Hstach peMuccus depes 10 MecsiiieB mocie JieueHUsl.
E. Wechsler et al. (2008) [28] coob1uay 0 mpuMeHEeHU U
putyKcuMaba Ui JIedeHUs MalieHTa ¢ MO3UTUBHBIM
GBM-cratycom 1 BUY-undpuumupoBanueM, KOTOPbIi
BOCCTAHOBMJI MOYEUYHYIO (DYHKIIMIO C UCYE3HOBEHUEM
a"Ttutesa npotuB GBM nociie ieyeHus ITIOKOKOPTHUKO-
uaaMu, MUKodeHosaTa MODETUIOM U PUTYKCHUMAOOM.
Y. Shah et al. (2012) [23] cooOmanmu o Tpex ciaydasx,
KOTJa PUTYKCMMAa0d TIPUMEHSUICS IJIsT JICUCHUS CHH-
npoma ['yamacuepa. B ommcaHHBIX ciiydasx y ABYX W3
TpeX MAlEHTOB OTMEUEH OJIATOIIPUSTHBIN MCXOM TT0-
YEYHOW HEIOCTAaTOYHOCTH, M Y BCEX TPeX ITallMeHTOB
ITocJie JICYCHUST He OOHAPYKUBAJINCh TTATOJIOTUUCCKIE
ypoBHU GBM-anTtuten. B onHOM cityyae marueHT u3-
HavYaJIbHO MMEJT TSDKEIIYIO IIOYSYHYI0 HeIOCTaTOUHOCTD
1 TpeboBaJ AMaan3a; MepBOHAYAIBHO €My ITPOBOIM-
JIOCh JIeYeHUe OTHOKPATHOM J030i LMKiodochamu-
Jla, a 3aTeM OH ObLJT TIepeKIII0YeH Ha pUTYKCHMMab 13-3a
muroneHuu. Xotsl ypoBHu GBM-antuten wucuesnu,
MalMeHT OCTaBaJICs TUaIu33aBUCUMBbIM. Elle B omHOM
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HeIaBHEM HCCJIEIOBaHUM COOOIIATIOCh O MAlUEHTE C
aHTU-GBM-00J1e3HbI0, ¥ KOTOPOro pa3BUIach TPOM-
OouMTOoNeHUYECKasl IMyprnypa Ha CTaHAAPTHOM cxeme
TpoliHOI Tepanuu. Korma mamueHT ObUT MEepeBeJeH C
nukiodochamMuga Ha pUTYKCUMaO, ero KJIMHUYECKoe
COCTOSTHME CYIIECTBEHHO YIyYIIWJIOCh, YPOBHU aHTH-
GBM-aHTuTe HE ONpenesiIuCh, XOTS MAIlMEeHT TaK 1
HE BOCCTAaHOBWJI TIOYCYHYTO (DYHKIIMIO [25].

HauGonpmuii onbIT NPUMEHEHUSI pUTYKCUMaba —
y 8 mauueHToB (2 MyX4MH, 6 XEHIIWH, CPeIHUI BO3-
pact — 26,0 = 13,1 roma) onucad B pabore M. Touzot
et al. (2015) [27]. Bce manueHTBI UCXOMHO TOJyYaIn
MMMYHOCYTIPECCUBHOE JieueHUue LUKIohochaMuaom,
TTIOKOKOPTUKOUIaMU U mia3macdepe3om. Teparnus pu-
TyKCMMaOoOM Obljla HayaTa B TeUEHUE 2 MeCsILeB Mocye
MOCTAaHOBKM IMarHo3a. Bce malueHTsl, KpoMe OJHOTO,
MONYYUJIU 4 exXXeHeaebHbIe 103bl puTyKcuMaba 375 mr.
IMonHas pemuccust HaGaoganach y 7 U3 8§ malveHTOB,
B OCHOBHOM 4epe3 3 Mecsiia 1ocjie Teparu puTyKCH -
mabowm. ITociie HabaoaAeHU 32 MTallMeHTaMU B TeUEHUE
25,6 Mecsiia (auamna3oH 4—93 Mec.) BbIKMBaeMOCTb
mainueHToB coctaBuiaa 100 %, omHako NMpUMEHEHME
putykcuMaba He YJIYyYIIWIO CKOPOCTh KITyOOUKOBOM
(unbrpanu. Auturena nporuB GBM ocraBanuch He-
oIpefe/IsieMbIMI Y BCEX MALIMEHTOB B TEUCHHE BCETO
nepuoa HabIIOAEHHS.

IManuenTty K. Obla mpoBeaeHa MHPY3UST PUTYKCH-
mab6a 1o 1000 Mr aBaxkabl ¢ 2-HeASAbHBIM TTepepPbIBOM

Mexny BBeneHusmu (15.08 m 01.09.2017) Ha doHe mmpo-
JTOJDKAIOIIEICS Tepauy IIePOPATbHBIMU TITIOKOKOPTH -
KouAaMu. BbUI0 0TMEUEHO CylleCTBEHHOE YIy4lleHUe
KaK KJIMHUYECKOTO COCTOSIHUS IMallMeHTa, TaK 1 jabo-
paTOpPHBIX IOKa3zaTejeid. Y malueHTa OCTaHOBUJIOCh
KpOBOXapKaHbe, BO30OHOBMUJIACH CITOCOOHOCTH K CITOH-
TaHHOMY JbIXaHUIO (MaLMeHT ObLT oTKII0ueH oT CPAP-
Tepanuy Ha 5-ii IeHb MOcje NepBoii MHMY3UU PUTYK-
cuMaba), B TOM 4UCIe MPU OOBIYHBIX (PUNUECKUX
Harpyskax, Mc4e3Jia OIblIlKa B [I0KOe U IPpU (PU3NIECKOit
Harpyske, IpU ayCKYJbTallMM JIETKMX — OTCYTCTBUE
MaTOJIOTUYECKUX 3BYKOBBIX (heHOMeHOB. HopMmanu3zo-
BaJICSI YPOBEHb TPOMOOIIMTOB, BO3POCIU KOJIMYECTBO
SPUTPOLIMTOB U YPOBEHb TIeMOIJIO0MHA, MOBTOPHBIN
aHanu3 KpoBu Ha aHtutesa K GBM (ot 30.08.2017)
3a(hUKCUPOBAJl UX OTCYTCTBUE. Tak, B 0OlleM aHaIu-
3¢ kpoBu ot 01.09.2017: sputpouutsel — 2,69 x 10'2/1,
remormoomH — 92 r/n, aeiikoumTel — 8,9 x 10%/m,
tpomboumtel — 141 x 10°/n1, COD — 3 mm/4. B um-
MyHOI'paMMe TaKxKe MPOU3OILINA MO3UTUBHBIC CIBUTH:
JeKouuThl — 14,2 x 10°/1, numbouuts — 1,16 x 10°/1
8,2 %), T-numpouutsr (CD3+) — 1,07 x 10°/n
(92,1 %), T-xeanepsl (CD4+) — 0,74 x 10°/11 (63,5 %),
T-cynpeccopsl (CD8+) — 0,33 x 10°/1 (28,8 %), co-
otHoureHue Tx/Tc — 2,2, B-numbouutel (CD19+) —
0,002 x 10°/1 (0,2 %), UMUK — 27 yca.en., 1gG —
6,75r/1, IgM — 1,02 /1, IgA — 0,76 /1. BeipaxeHHoe
CHUXKeHue KonuyectBa B-mumdonnto (CDI9+)

B

PucyHok 2. JaHHbie MCKT opraHoB rpyaHou kneTku naumeHTa K. or 23.08.2017 nocne npoBegeHns nepBow
UHGpy3un putykcumaba. OTmeqaeTcsi yMEeHbLUEHUE allbBeOJISIPHOrO KOMITOHEHTA U MosIBJIEHUE YJIOTHEeHNs
MeX[oJieBbIX NepPeropojoK, KoTopble (hOpMUPYIOT y4acTKU HepaBHOMEPHOro ¢pnbpo3sa nerkux. B auHamuke
3Ha4untesibHoe yny4uieHne KT-kapTuHol
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MPaKTUYECKU OO0 HYJISI B COBOKYITHOCTH C MCYE3HOBE-
HueM aHTU-GBM-aHTuTen yxe 4depe3 2 Heaeau IMo-
cJie TIepBoil MHGbY3UM pUTYKCUMada oTpaxkaeT ObICTPO
HACTYNUBIIWK B-KJIeTOYHO-AEMIEHMOHHBIN 2(hdeKT
MperiapaTa, ChirpaBIINii KIIOYEeBYIO POJIb B paldKasb-
HOM M3MEHEHUU KIMHWYECKOU curyanuu. [1pu KoH-
TposibHOM TipoBeneHnn MOCKT opraHoB TpymHOit
KJIeTKM HabJofasach pasuTesbHAs TO3UTUBHAS JIH-
HaMMKa WHQUIBTPATUBHBEIX W3MCHEHUI, CHUMIITOM
«MaTOBOTO CTEKJIa» 3HAUMTEIBHO PErpecCUpoBal: OT-
MEUaJloCh YMEHBIIICHUE aJIbBEOJISIPHOIO KOMIIOHEHTA
U TIOSIBJICHUE YIUIOTHEHUST MEXKIO0JEBBIX TTePEropoaok,
yTo (POPMUPYIOT YYaCTKU HepaBHOMEpHOTo ¢pubdposa
Jerkux (puc. 2). OnHako (pyHKIIMS TOYeK He OblLjia BOC-
CTAHOBJICHA, MAalMEeHT MPOAOJIKAI MPOXOAUTH CEaHChI
remoauaiusa. beuta cpopmrpoBaHa apTeproOBeHO3HAS
ducTyna, MalUEHT MOArOTOBAEH ISl TMPOXOXACHUS
MPOrpaMMHOI0 TeMOIMaIN3a IO MECTY XKUTEJIbCTBA.

IManuent K. ObL1 BbIMMCAH M3 CTallMOHapa KJIM-
Hudeckoir 6onbHULb «Peodanus» 'Y/ 14.09.2017 B
CTaOMIJIBHOM COCTOSTHUM, 0€3 TTPU3HAKOB IbIXaTeIbHON
HEJIOCTaTOYHOCTH, C HEOOXOIMMOCTBIO TPOIOKEHUS
MOYeYHO-3aMEeCTUTEIbHONW Teparmuu. [laimmeHT mpo-
JTOJIXaJI TPUHUMATh METUJITTPETHU30JI0H 48 MT B IeHb C
IMOCTeTICHHBIM CHIDKCHUEM JI03bI, IIperapaThl KaJIbIINs
¢ BUTaMuHOM D, HE(POIPOTEKTOPHYIO TEPATIHIO.

B Hacrosiiiee BpeMsl MalMeHT MPOAOJIKAET TToYed-
HO-3aMECTUTEJIbHYIO TepaIvio, pacCMaTprMBaeTCs BO-
MPOC O TPAHCIUIAHTAIIMY MTOYKHU.

JlaHHBI KJIWMHUYECKUIN ciaydail JeMOHCTPUPYET
pa3BUTHE OBICTPOTIPOTPECCUPYIOIINX MTOPAKEHUI JIeT-
KUX ¥ TIOYEK, TPUBEAIINX K KPUTUIECKOMY COCTOSTHUIO
MaleHTa, OCTPOIl IbIXaTeIbHOM W IIOYEYHOM HemoCcTa-
TOYHOCTH B TeueHUe 10 gHeil oT MOMEHTa OOpaIIeHUs
3a MEIMIIMHCKON MmomoIibsio. HeobxomnumMo oTMETUTB,
yTo cuHapoM ['ynnacuepa ObLT 3a110103pEH B CAaMOM Ha-
yajie 3a00JieBaHUs, YTO MOTpedOBajI0 00OCHOBAaHHOTO
HEOTJIOXKHOTO Ha3HAUYEeHUSI aKTUBHOM Tepanmuu UMMY-
HocyrpeccaHTamMu. CoriacHO JIUTepaTypHbIM JaHHBIM
[11], mpuMeHeHUe TPOMHOI Tepanuu — razmadepes,
TJIIOKOKOPTUKOMIBI 1 LMKJIohochaMua — I03BOIS-
€T CYLIECTBEHHO YJYYILIMTb MPOTHO3 IMPU CUHIPOME
I'yanacyepa. B maHHOM cityyae 3Ta Tepamust oKa3ajach
Hea(hHEKTUBHOM, KpoMe TOro, pa3BUBIIAscS (Bepo-
SITHO, BCJEACTBME MpPUMEHEHUs LUuKIodochamuaa)
KPUTHUYHAsT TPOMOOILIMTOIIEHUST ciejiaja HEeBO3MOX-
HBIM JajJbHElIee TPUMEHEHUE IIUTOCTATUYECKUX
NMMYHOCYTIPECCaHTOB. B Takoif cuTyalum «Teparnueit
OTYasTHUS» SIBWJIOCH IpuMeHeHme off-label mpemapa-
Ta PUTYKCUMa0, CIIOCOOHOIO OKa3bhIBaTh PaIMKalIbHOE
BO3ICHCTBUE Ha KIIIOUEBbIE MEXaHU3Mbl UMMYHOIIATO-
reHesa — yIoajsITh aKTUBHPOBaHHBIE B-kieTku, mpo-
IYLYPYIOIIME OTBETCTBEHHBIC 3a MOYEYHO-JIETOYHbIC
nopaxkeHust aHntu-GBM-anTturtena. Tepanus purtyk-
cuMaboM, MPOBeIeHHAas B MEPBbIA MecsIl OT MOMEHTa
MOCTaHOBKM AuarHo3a cuHapoma ['yamacuepa, cnoco0-
CTBOBaJIa MO3UTUBHOMY I€peIOMY B TeUeHUU OOJIE3HU,
MPAKTUYECKHU TIOJIHOM pPEeBEpCUM TOPAKEHMS JIETKUX,
JIMKBUIAIIY KU3HEYTPOXKAIOIIEH [IUTOIEHUN U, B KO-

HEYHOM UTOTE, COXPAaHEHUIO XXM3HU MarueHTa. Kak u B
psiie IpyruX KIMHI4IeCKNX HabmoneHmii [20, 21, 23, 25,
27], neueHre pUTYKCUMaObOM 0Ka3anoch Hed(h(eKTuB-
HBIM B TUTaHEe BOCCTAHOBJICHUST (DYHKIIMM TTOUEK.

KondaukT naTepecoB. ABTOPHI 3asBISIIOT 00 OTCYT-
CTBUM KaKOTO-11M00 KOHMIUKTa UHTEPECOB MPU IO~
TOTOBKE JAHHOW CTaTbU.

BaarogapuocT. ABTOPCKMI KOJIJIEKTHUB, Bpayu
KIIMHIYECKOM 00bHUIE «DeodaHrsI» BEICKA3bIBAIOT
HWCKPEHHME CJIOBA OJ1arogapHOCTH BpadyaM BUHHUIIKOM
OKDb 3a npoBeaeHHbIE Je4eOHbIE U AUATHOCTUYECKUE
MEpOTIPUSITHUS, CTAOMJIM3AIMIO COCTOSTHUS TMallieHTa
MpU TOATOTOBKE K TPaHCIOPTHUPOBKE, IMpodeccopy
BuHHMIIKOTO HAIIMOHAJIBHOTO MEIUIIMHCKOTO YHU-
Bepcuteta uM. H.U. IMuporosa H.A. CranucnaBuyky
3a TOYHO BBICKA3aHHOE MPEATIONIOXEHUE O CUHIPOME
I'ymmacuepa Ha paHHEi# cTamuyd OOJIE3HU TOJBKO IIO
KJIMHAYECKUM TTOKa3aTessIM (0e3 UMMYHOJIOTUYECKOTO
MOATBEPKACHUS), 3aM. TJIABHOTO Bpavya KJIMHUYECKOM
oonbHULBl «Peodannss» A.H. CrpokaHio 3a «MO3-
TOBOH IUTypM» W aHaJIu3 JUTEpaTyphbl IO IMpodieMme,
3aM. TJIaBHOrO Bpaya KJIMHUYECKOM OOJbHUIIBI «De-
odanus» B.IO. CakyHy 3a o0liee pyKOBOACTBO KOJI-
JICKTUBOM WM OPTaHU3ALMWI0 MEIWULIMHCKON IMOMOIIH,
npodeccopy HalimoHanbHO MEAULIMHCKOM akaaeMUuu
nocjaeauIIoMHoro obpasosanust um. I1.JI. Iynuka
JI.JI. UBaHOBY 3a MOATBEpXIeHUE AMArHo3a 0oJie3HU
I'yamacuepa u onpeneseHue TAKTUKU BEICHUS, K.M.H.
noueHTy C.A. PoTOBOIf 32 KOHCY/IbTATUBHYIO TTOMOIIb
B TIOJITOTOBKE MAllMEHTa K TUTAHOBOMY TE€MOAMAIN3Y
U OIpenesicHUN 00beMOB HeMPOIPOTEKTUBHON Te-
panuu, K.M.H., Bpady OTIEJICHUS MHTCPCTUIIMATBHBIX
3abosieBaHUil JIeTkux MHCTUTYTa IyJIbMOHOJOTUU U
¢rusnarpun um. @.I'. Sdnosckoro O.B. Illagpunoit
3a MOMOIIb B MpoBeaeHUN AudPepeHInaTbHON Aua-
THOCTHMKU U OLICHKE CTEIIeHU ITOpakeHUsI JJETKUX, BCeM
BpayaM, KOTOpbI€ TMPUCOCAMHUINCH K JICUCHUIO Tia-
LIMeHTa, K MPOBEACHUI0O KOHCWINYMOB, 32 MHTEJLJICK-
TyaJIbHYIO MTOMOIIb B TOCTAHOBKE TMAarHo3a U BbIOOpe
METOJOB JieueHUs. biarogapsi COBMECTHOMY MYJIbTH-
TACIUTUIMHAPHOMY TIOAXOAY K BEIEHUIO OOJIBLHOTO
U BceoOllel MoiepkKe MalMeHT XXKWB, MPOAOIKAeT
CEaHCHI TIOYETHO-3aMECTUTEILHOM Teparnu 1o MeCTy
SKUTEJTbCTBA.
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TKAIHIYHQ AlkapHS «@eo@aHis» Aep KABHOrO yrpaBAiHHSI CripaBamu, M. Kuis, YikpaiHa
’HavioHanbHm meandHmi yHisepcuteT im. O.O. boromonbust, M. Kuis, YkpaiHa

KAiHiY4HM BUNOAOK YCNILWHOIO AIKYBOHHS CUHAPOMY [yAnacyepa putykcmmaoom

Pestome. Onucannii KIiHiYHUIA BUNAL0K YCIIIHOIO 3aCTO-
CyBaHHS PUTYKCUMaOy y Malli€HTa 3 TSKKUM [epediroM cuH-
npomy ['ynmacuepa. [lauieHT HamiIoOB 10 KJAiHIKM B yKpau
TSKKOMY CTaHi 3 SIBUILIAMU BUPaXXEHOI IUXaJIbHOI i HUPKO-
BOi HEJOCTATHOCTI, 1110 BUMAarajiu MOCTilHOI pecripaTOpHOi
MiATPUMKU Ta MPOBEIEHHS remofianidy. JliarHo3 cuHApoMy
I'ynnacyepa OyB BUCTaBJAEHUIA Ha ITiACTaBi 130 1bOBAHOTO ypa-

>KEHHSI JIETeHb i HUPOK 32 TUTIOM LIBUIKOMPOrPECy0uOoro rjio-
MepyJIOHeDPUTY i TeMOPATriTHOTO aAJIbBEOJIITY, BUCOKMX TUTPIB
AHTUTLI 10 0azajabHOI MEeMOpaHu IJIOMEPYJISIPHOTO arnapary
(nBiyi), BiACYTHOCTI MiIBUILIEHHS TUTPIB iHILIUX aHTUTIJI, CIie-
HUOIYHUX 115 CUCTEMHUX 3aXBOPIOBAHb CITOJIYYHOI TKAHUHU
i cucremMHux BackyJiTiB. [1aiieHTy OyJ1a mpoBeaeHa CUHXPOH-
Ha MyJIbC-Tepartisi 3 MOCIiIOBHUM 3aCTOCYBAHHSIM KacKaaHOL
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a3ModiabTpariii, ukiIopocdaHy Ta METUITPEIHI30I0HY
6e3 ictoTHOro nosinueHHs. OOrpyHTYBaHHSM JJISI 3aCTOCY-
BaHHS PUTYKCUMMaOy mpu cuHAapoMi [ynmacuepa Oyiau maHi
JIiTepaTypu, ONMUC KJITHIYHUX BUITAJIKIB, @ TAKOX MiABUILIEHHS
y nauieHTa piBHsg CD19+ Ginbliie HixX yABiui, BUCOKUIA PiBEeHb
AHTUTIN 10 0a3ajJbHOI MeMOpaHM TJIOMEpYJIIPHOIO arapary,
aHEeMiYHUI CUHAPOM i TPOMOOLIMTOIEHIS, a TaKOX Heedek-
TUBHICTb MOTEPEAHbOI iIMYHOCYIpEeCUBHOI Tepartii. Tepartist
putykcumaboMm Oyiia mpoBeneHa B 103i 1000 Mr aBivi 3 iepep-
Boio B 14 nHiB. BinzHayeHo icTOTHE MOJMIIEHHS KIiHiYHO-
IO CTaHy XBOPOTO, BiIHOBMJIACSI 3MATHICTh 10 CITOHTAHHOTO
JIUXaHHS, BIICYTHICTb 3aJMIIIKK B CITOKOI i Mpu (izuuHOMY
HaBaHTaXE€HHI, BIACYTHICTb KPOBOXapKaHHsSI, HopMasizallis
MOKa3HUKIB TPOMOOLMUTIB i reMOIJIO0iHY, MOJIMIIEHHS Kap-

TUHU KOMIT' IOTEPHOI TOMOTpaMM JIET€Hb, a TAKOXX MOBTOPHUIA
aHaJIi3 KpoBi Ha aHTHUTIJIA 10 0a3aJbHUX MeMOpaH roMepy-
JISPHOTO amnapaTty 3adikcyBaB iX BiICYTHiCTh. Tepamnisi puTyK-
cuMaboM, 1110 OyJia MpoBeAeHa B MEPIIU MiCS1Ib Bil MOMEHTY
MOCTaHOBKM JliarHo3y cuHapoMy ['yamacuepa, cripusijia mo3u-
TUBHOMY TIepejioMy B Iepediry XBOpoOU, MpakKTUUHO MOBHil
peBepcii ypaxKeHHs JIereHb, JIiKBifallii XXMTT€3arpO3IMBOI LU~
TOIEHil i, BiATaK, 30€peKeHHI0 XUTTS nauieHTa. fAk i B Hu31i
IHIIMX KJIIHIYHUX CITIOCTEPEXKEHb, JiKYyBaHHSI PUTYKCUMMAaOOM
BUSIBWJIOCS Hee(DEKTUBHUM B IJIaHi BiTHOBAEHHS (DYHKIIiT HU-
POK.

KiouoBi cioBa: cunnpom IN'yanacuepa; aMxanabHa HELOCTAT-
HICTb; HUPKOBA HEAOCTATHICTb; JTIKYBaHHS; pUTYKCUMAO0; KJTi-
HiYHUI BUMaI0K
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Clinical case of successful treatment of Goodpasture syndrome with rituximab

Abstract. A clinical case of the successful use of rituximab in
a patient with severe course of Goodpasture syndrome is de-
scribed. The patient was admitted to the hospitaal in extremely
serious condition with the manifestations of respiratory and re-
nal failure, which required constant respiratory support and he-
modialysis. The diagnosis of Goodpasture syndrome was made
on the ground of isolated lung and kidney damage as a type of
rapidly progressing glomerulonephritis and hemorrhagic alveo-
litis, high titers of anti-glomerular basement membrane antibo-
dies (twice), no increase in the level of other antibodies specific
for systemic connective tissue diseases and systemic vasculitis.
The patient underwent synchronous pulse therapy with sequen-
tial application of cascade plasma filtration, cyclophosphamide
and methylprednisolone, without significant improvement. The
rationale for the use of rituximab in Goodpasture syndrome was
literature data, description of clinical cases, as well as a more
than 2-fold increase in CD19+, a high level of anti-glomerular
basement membrane antibodies, anemic syndrome and throm-

bocytopenia, as well as failure of previous immunosuppressive
therapy. Therapy with rituximab was performed at a dose of
1000 mg twice with a break of 14 days. A significant improve-
ment in the clinical condition of the patient was noted, as well
as restoration of ability to spontaneously breathe, the absence of
dyspnoea at rest and on exertion, the absence of hemoptysis, the
normalization of platelet and hemoglobin indices, the improve-
ment of lung picture on computed tomogram, and a repeated
blood test for antibodies to the basal membranes of the glo-
merular apparatus indicated their absence. Rituximab therapy
conducted in the first month after the diagnosis of Goodpasture
syndrome contributed to a positive change in the course of the
disease, almost complete reversal of lung damage, elimination
of life-threatening cytopenia and, ultimately, saving of the pa-
tient’s life. As in a number of other clinical observations, treat-
ment with rituximab was ineffective in restoring kidney function.
Keywords: Goodpasture syndrome; respiratory failure; renal
insufficiency; treatment; rituximab; clinical case
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bone3Hs npoTuB Ga3anbHON MeMOpaHbI TJIOMEPY-
JsipHoro kinyoouka (BMK, antu-bBMK-6071€3Hb) — 0Op-
(paHHOE ayTOMMMYHHOE 3a00IeBaHUE, KOTOPOE OObIU-
HO MpeacTaBisieT co00il OBICTPO MPOTPECCUPYIOLIMI
IJIOMEPYJIOHEDPUT, XapaKTepU3YIOLIUICI TJoMepy-
JIIPHBIMU KJIETOYHBIMU MOJIyMECSILAMU U JIMHEHHBIMU
otnoxeHusmu IgG Bonoab BMK [2, 4]. 'emopparuye-
CKMII TTHEBMOHUT MOKET BO3HUKATH JTUOO CaMOCTOSI-
TEJIbHO, TNOO0 BMECTE C TIOPaKEHUEM TTOYEK; ITOCIIETHSIS
CHUTYyalIMsI Ha3bIBaeTCsI CMHApOMOoM ['yaracuepa u mpei-
cTaBjieHa B KIIMHUYECKOM citydae. B cBsI31 ¢ peIKocThio
MaToOJAOTMU KaXIblii ciydyail cuHapoma [yamacuepa
TIPEICTABIISICT OOJBIION TCOPETUUCCKUI U IIPAKTHIC-
CKWI UHTEPEC.

IIpu orcyrcTBUM JneyeHuss cuHApoMm [ymmacuepa
MMeeT HeOJIarompusITHBIN TPOTHO3 IS XKM3HU, TaKKe
TSDKECTh MPOTHO3a OMpeesseT HAIMYME MOPaKEeHUS
nouek. CunTaeTcs, YTO U3HAYAIbHO HAOIIOAAI0TCS BbI-
COKHI YpOBEHb KpeaTMHMHA B CBIBOPOTKE KPOBU (Oos1ee
600 MKMOJIb/J), OJTUTOAHYPUSI, PAHHSIST TOTPEOHOCTD B
JIHaJIN3€e, OTCYTCTBUE HOPMAaJIbHBIX KJTYOOUKOB U BBICO-
KM MPOLIEHT MOJIYJYHUII B OMoNTaTe MOYKHU, LUPKY-
Jsiumst antuten K bBMK B Beicokom Tutpe [3]. UMeHHO
TaKue HeOJIaronpusaTHbIC (DAKTOPHI OBIIN BEISIBICHBI Y
MaIMeHTa, YTo OIPEAeNIIO TSDKeCTh TeUeHUsT 00JIe3HN
1 HEOOXOAMMOCTh PAHHETO HavaJla MoYeYHO-3aMeCTH -
TEJLHO Tepartiu.

BaxHoit merepMMHAHTOM OTBETa Ha Tepaldio U
JIOJATOCPOYHOTO TIPOTHO3a SIBJISICTCS PaHHSIST IHArHO-
cTHUKa. B omrcaHHOM KJIMHUYECKOM ClTydae, HeCMOTPSI
Ha HEBO3MOXXHOCTb MIPOBeAeHUS He(DpOOUOIICUH C yUe-
TOM TUIIMYHOI'O OBICTPO MPOrPECCUPYIONIETO TCUSHUS,
MPUBEAIIEr0 K IOYeUHO-3aMECTUTEIbHONM Teparuu,
JIMarHO3 ObUI MOCTaBJEH CBOEBPEMEHHO: 3aloI03PeH
Ha cCaMOM paHHEM 3Tale M MOATBEPXKIEH MMMYHOJIO-

TMYECKUMHU JaHHBIMU B TEUCHHE IIEPBOrO Mecslia 3a-
OosieBaHMsI. B mpencTaBieHHOM KIMHUYECKOM Ciydyae
KJIaccuyecKasl Tepamnusi: ITIOKOKOPTUKOWA, MMMYHO-
JeTpeccaHT U IiazMadepe3 — MpoIeMOHCTpUpoBaia
ci1adyto 3((HEKTUBHOCTb, OTCYTCTBUE PEAYKLIMU KJIU-
HUYECKUX CUMMTOMOB, a MpUMEHeHUe LuKiIodocha-
MMIa TIPUBEJIO K KIMHUYECKH 3HAYMMOI LIUTONEHHUH.
ITosTomy BBIOOp Tipenmapara sl JajdbHEUIIEro Jjeye-
Hus 3abojieBaHUS ObLI cAejgaH 0OOCHOBAaHHO U CBOE-
BpeMeHHO. MOHOKJIOHAJIbHOE XMMEpPHOE aHTUTEIO K
CD20-antureny (putrykcumab) MOXET TPenCTaBiIsTh
TOTIOJTHUTEIFHYIO /W aJbTePHATUBHYIO TEPaITHIo
IIpY WHAYKIIMOHHOM JIeYeHUU cuHIpoma [yamacue-
pa. IlockonbKy 3abosieBaHME SIBJISIETCS PEIKMM M BO
MHOTHX CJIy4asiX MOJITHUEHOCHBIM, TaHHBIC O Oe3omac-
HOCTU U 3(PPEKTUBHOCTU aTbTEPHATUBHBIX METOJIOB
JICYEHUS SIBJISIIOTCS AMU30ANYECCKUMU U TIPEACTaBICHBI
IJIaBHBIM 00pa30oM B ONMCAaHUU KJIMHUYECKMX CIyJaeB.
Xotsa 6one3Hbp npotuB BMK cuuraeTcs mporoturiom
OIOCPEOBAHHOIO ayTOAHTUTEIaMU 3a00JIeBaHUs, U3-
MEHEHUSI KJEeTOYHOrO HWMMYHUTETAa TakKXKe UIrparoT
BaXKHYIO POJIb B €ro nmaroreHese. Tak, puTykcumao, Ha-
HeanBasch Ha B-KileTkm, Tpomyupyroliie aHTUTeIa
npotuB bBMK, npuBoauT K JIUTEIbHOMY UCTOLLIEHUIO
B-nmuMdounToB, mecTpyKuuyd UX B mepudepruyecKomn
KPOBM U YMCHBIICHUIO KOJIMYECTBA AHTUTES IIPOTHUB
BMK. BoablIMHCTBO ONMMCAaHHBIX KIMHUYECKUX CTyda-
eB ieueHUs aHTH-CD20 MOHOKJIOHATbHBIMY aHTUTEJIa~
MU TIOKa3bIBAIOT MOJHEIN OTBET y MAIIMEHTOB C JIETOU-
HBIM KPOBOTCUCHMEM M CIA0YI0 PEAYKIIMIO MOYCUHOM
HEIOCTaTOYHOCTU. B mpemcraBieHHOM KIMHUYECKOM
BapuaHTe Tepamus PUTYKCMMaOOM Oblda CBs3aHa C
MOJIHBIM KOHTPOJIEM JAbIXaTeJIbHONH HEIOCTaTOUHOCTHU
0e3 DBOIOLIMU CKOPOCTHU KJYOOUKOBOM (DUIBTpaLIU U
B KOHEYHOM CUeTe TMOBJIMSIAa Ha BbIKMBAEMOCTD IMally-
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eHTa. JlaHHOe KJIMHUYECKOe COODIIeHEe TTOATBEPXKIa-
€T BO3MOXXHOCTb aJIbTEPHATUBHON Tepanuu B Clydasx
pedpakTepHOii 007€3HM WIM IJIs1 MALIMEHTOB C CEPhe3-
HBbIMU MOOOYHBIMU 3(dekTamu nukinodochamuaa, a
TaKKe JTEMOHCTPHPYET, YTO KOHKPETHO PUTYKCHUMAaO
MOXET OBITh aJIbTePHATUBHBIM TEPAIIeBTUUCCKUM Ba-
pMAHTOM [IJII WHIOYKIIMOHHOTO JICUCHMS, SIBISTHCS
aTbIOBAHTOM UIST YCKOPEHUS KIIMPEHCA aHTHUTEI TIPO-
tuB BMK [1, 5]. HecoMHeHHO, HEOOXOAUMBI TPOCTIEK-
TUBHBIC KJIMHUYCCKIE UCCICAOBAHUS IS JaIbHEUIIIC i
OLICHKU MeCTa PUTYKCHMaba B TepareBTUYECKOM CTpa-
Teruu cuHapoma ['yamacuepa.

OCOOEHHOCTSIMU MPEACTAaBICHHOTO KIMHUYECKOIO
HaOJIIOICHUSI MOXKHO CUMTATh CJIEAYyIOIIee:

— OYEeHb OBICTPOE U HEYKJIOHHO MPOTPECCUPYIOLLIEe
pa3BUTHE 3a00J1eBaHUS;

— TOYTHU OJHOBPEMEHHOE KPUTUUYECKOE MOPAXKEHUE
JIETKMX U TIOYEK, YTO CPOPMUPOBAIO TMOTHYIO TUITUY-
HYIO KapTHHY cuHApoMa ['yarmacuepa v mo3BoJINIIo Bpa-
yaM Ha paHHEM 3Tare 3aro03p1Th 3TO 3a00JICBaHNE;

— oIpenesieHUe aHTUTel K 6a3aibHbIM MeMOpaHaM
TJIOMEPYJISIPHBIX KIIyOOUKOB B BLICOKOM TUTPE;

— Hed(hGEeKTUBHOCTh KIIACCUYECKOU CXeMBI Jieue-
HUs cuHapoMa ['yamacuepa — miasmadepes, IMMYHO-
CyIpeCcCUBHAS U TTIOKOKOPTUKOMIHAS TeparIusl;

— pa3BUTHE UTOICHUM KaK OCJIOKXHCHMS TepaITnuu
HuKJIopochaMUIOM, YTO CO3JAJI0 CIIOKHOCTU B BBIOO-
pe mocCaeayoIIe UMMYHOCYIIPECCUBHOM TEpAIIUU;

— 3} @eKTUBHOCTh PUTYKCHMMaba B BOCCTaHOBJE-
HUM ObIXaTeJIbHON (YHKIIUU U OTCYTCTBUE 3(PpdeKTa B
IUIaHE BOCCTAHOBJICHHUS TOYEUHON (DYHKIIMU.

HecMmoTpst Ha SIpKyr0 KIMHUYECKYIO KapTUHY 00-
JIE3HU, YCTAHOBJICHHWE OMarHo3a cuHapoma [ymmac-
yepa MpPeACTaBlIsIeT 3HAYMTEJbHBIC TPYIHOCTU. TeMm
IleHHEE KJIMHUYECKHUI OITBIT CIEIMAJNCTOB, IOCTa-
BUBIINX OUArHO3 B IEPBBIM Mecsll 3a0oneBaHus (CO
CBOEBPEMEHHBIM HMMMYHOJOIMYECKUM ITOATBEPKIE-
HUEM), YTO IO3BOJIMJIO IMPUMEHUTh MMMYHOCYIIPEC-
CHBHYIO Tepalnuio Ha paHHeil crazuu 3abo0JieBaHUs,
JOOUTHCS PEBEPCUM TTOPAKEHMUS JIETKUX U COXPAHUTH
KW3Hb MallMEHTY.
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