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AHHOTaums

O6cyxaatoTcst MPoOBAEMbl AMATHOCTUKM U AedeHust aHTu-bMK-accoummpoBaHHom 60Ae3HM (CMHAPOMa [yAnacuepa) — peAKoro, TsXKeAoro
nporpeccupytolero 3a60AeBaHus, aCCOLMUMPOBAHHOIO C 0OPa30BaHNEM aHTUTEA K TAOMEPYAsipHOM membpane [aHTu-BMK (anti-GBM)],
Npu KOTOPOM PA3BUBAETCSI AETOYHO-TIOYEUHbIN CUHAPOM, T.€. OAHOBPEMEHHOE AU py3HOE remMopparniyeckoe nopaxeHue Aerkux B covera-
HMU C OCTPBIM MAM BbICTPOMNPOrPECCUPYIOLLMM FAOMEPYAOHE(IPUTOM. TAaBHast MPOOAEMA — 3TO MO3AHsIS AMArHOCTHKA 3a00AEBaHMSI, KOrAQ
Tepanusi 3ab6oAeBaHus y>ke MaAod(hdeKTUBHA.

B cTaTbe npuBeAeHbl COBPEMEHHbIE CBEAEHUSI OO SMMAEMUOAOT UM, STUOAOTUM M MATOrEHE3E, MPUHUMMAX AMATHOCTUKMU M A€UYEHUS STOrO
PEAKOro 3ab0AeBaHUsl, a Tak>Ke KAMHMYECKOe HabAIOAEHME NaumreHTa ¢ CMHAPOMOM lyanacuepa. OnpeaeaeHbl 0COGEHHOCTH TedeHust 6o-
A€3HU Y AAHHOTO BOABHOTO.

Katouesble croBa: aHTu-bMK-accoummpoBarHas 6oAe3Hb, CHHAPOM [yAnacdepa, AerodHO-MOYEUHbIN CUHAPOM, MPOrPecCcHpyIoLmii ToMe-
PYyAOHEpPHT.
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The article analyzes the diagnosis and treatment of anti-GBM antibody disease (Goodpasture's syndrome) — a rare, severe progressive
disease, associated with anti-glomerular basement membrane antibody-induced pulmonary hemorrhage and glomerulonephritis. The
main problem of this pathology is late diagnosis, resulted in ineffective treatment. The article provides current information on the epi-
demiology, etiology and pathogenesis, diagnosis, and treatment of Goodpasture’s syndrome, as well as clinical case of a patient with
this rare disease.
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AJl — apTepuanbHOE JJaBlIeHNe

BMK - 6a3anbHast MeMOpaHa KilyGouKoB

CT" — cunppom I'yanacuepa

CK® — ckopocTb KiTy00uKOBO# (hUIIbTpaLIN

CMII — ckopasi MEAMLIMHCKAst TOMOILb
COD — cKOpOCTh OCEIaHNs 3PUTPOLIUTOB
YCC — yacToTa cepieuHbIX COKPAILEHUI
OKI - anekTpokapauorpadus

CucreMHble BACKYJUTbl OTHOCUTEJLHO pejikue 3a0oJieBa-
HUSI, KOTOPbIe UMEIOT O0JbLIOEe Pa3HOOOpa3ne KIMHUUYECKUX
MPOSIBIIEHUIA, SIBJISIFOTCS CJIOKHBIMU 1711 AUATHOCTUKU U Tpe-
OytoT nposesieHns AU PepeHINATBHOTO AUArHO3a ¢ LIMPOKUM
CHEKTPOM MaTOJIOTMYECKUX cocTosiHMiA. KimHnueckue ocoGeH-
HOCTH TOI UM UHOM (hOPMBI CUCTEMHBIX BaCKYJIMTOB OIpefie-
JISIFOTCS NAaTOreHeTUUECKUMU MEeXaHU3MaMu pa3BuTust. OgHIM
13 MEXaHMU3MOB SIBJISIETCS] IOPaXKeHNe COCY/IOB OPraHOCTIeIN-
(pmyeckuMM aHTUTEIAMM, YTO U HAOMIIOAETCS TIPU Pa3BUTUUI
anTu-BbMK-accouunpoBaHHoil 6071€3H1, U3BECTHON KaK CUH-
npoM I'yamacuepa.

Cunpgpom 'ypnacuepa (CI') — 3a00J1eBaHe,, aCCOLUUPOBAH-
HOe C 00pa30BaHMEM aHTUTEN K IIIOMepPYJISIpHOI MeMOpaHe
[anTu-BMK (anti-GBM)], np1 KOTOPOM pa3BUBAETCS JIETOYHO-
MOYEYHBII CUHPOM, BKIFOUAIOIINi B ce0s i dy3HOoe reMop-
parnyeckoe nopakeHue JEerkux B COYETAaHUU C OCTPbIM WU
ObICTPONPOrpecCUpYIOIIMM IIoMepyJioHedpuTom. Briepseie
TEPMUH «JIETOUYHO-MIOUEYUHBII CHHIPOM» HCIIOJIL30BAJl FapBaph-
ckuit natosor W. Goodpasture B 1919 r., onucbiBast ciyyait
KpOBOXapKaHbsl 1 riomepysoHedpura y 18-j1eTHero oHoum,
3a00J1eBILIEro Mociie NepeHeceHHoi nH(o3HIbl. B 1958 1.
M. Stanton u J. Tange onucamu 9 ciayyaeB COUYETAaHHOTO MOpa-
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SKeHMS JIETKUX U TIOYeK, COMPOBOXKAABIINXCS PEIMANBUPYIO-
MU JIErOYHbIMU KpOBOTe‘leHV[HMI/], FCMOCI/IHCPO?)OM JICTKUX
U TJIOMEpYJIOHe(PUTOM, C JIETAJIBHBIM MCXOJIOM 4Yepe3 He-
CKOJIbKO MecsilieB OT Havyana 3a6oseBanusi. OHU MPEIoXKUIN
Ha3BaTh 9TO PEJIKO BCTpeuarolieecs: 3a001eBaHNe «CUHPOM
I'yanacuepa» [1,2].

CI' sgBasilercst pejikoil martosiorueil, 3ab0JeBaeMOCTb
y B3pocabix cocrasnser 0,5-1,0 va 1 000 000 B ron, y aereit
3HAYUTEILHO MEHbIIE. BhIlenstoT 1Ba mika 3a00JIeBaeMOCTH:
B 20-30 1 60-70 net. My>KuMHbI GOJICIOT Yalle KEeHIIMH: CO-
OTHOLIEHNE YaCTOThI 3a00JieBaHus cocTapisieT 6-8:1 [1, 3, 4].

[puuunsl, npuBopsiue K passututo CI', Ha ceropnsi-
HUI IeHb He yCcTaHOBJeHbI. CyIIeCTBYIOT TaHHbIE O TeHeTH-
YeCKOM MpefipacnoyiOXKEeHHOCTH K Pa3BUTHIO 3a00JIeBaHNUS .
B kavectBe (hakTOPOB, ONpEIESAIOIINX TEHETUYECKYO Tpef-
pacnosnoxxeHHocTs K CI', paccMaTpuBatOT U3MEHEHUS B CH-
cteme ructocomectumoct. Ecth mpeanonoxenue, uro CI'
accouuupoBan ¢ HLA-DR15, DRB1*1501, DRB1(*)1502
[4, 5]. K nyckoBbIM (pakTOpaM y JIML, C TEHETUUYECKON Mpeji-
PACHOJIOXKEHHOCTBIO OTHOCST KypEeHHeE, BbIXaHNE MapoB yT-
JIEBOIOPOIOB M OPTAaHUYECKUX PACTBOPUTENEH, BO3ACIICTBIE
MH(EKIMOHHBIX areHTOB (BUPYC rpuUMmna, BUPYC UMMYHO/Ie-
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¢uuuTa yesoBeka), MHrajsiiuM KOKauHA, METANINYECKON
NbLIN, JIEKAPCTBEHHbIE TIpenapathl (D-neHnyuinaMuH, anem-
Ty3ymab) [1, 6].

Knrouesbim akTopom passutus CI' siBasieTcst o6pa3zoBa-
HUE aHTUTEN K 6a3aIbHON MeMOpaHe KITy60UKOB MovueK (aHTH-
BMK), xoropble sBasitorcss ummyHorjoOynauHamu IgG
[1, 3, 7]. BazanbHas MeMOpaHa NpejCTaBIseT CO00i MHOTOCO-
CTaBHYIO CJIOKHYIO CTPYKTYPY, Pa3fle/ItoLy0 COeJMHUTEb-
HYIO TKaHb, H0TEJIMI UK anuTenuil B opranusme. OfaHuM u3
OCHOBHBIX CTPYKTYPHBIX KOMIIOHEHTOB MEMOpaHbI CIIy>KaT
HUTH KosutareHa IV tuna, cocrosinye u3 o-Leneil mecTu Tu-
noB. Mumensto s antu-bMK siBnsiroTcst mBa 3nmTomna He-
KOJIJIareHOBOTO JIoMeHa a3-1ienu HUTH Kosuiarena [V tuna, Ha-
3BaHHble EA 1 EB, a Takke y MeHblIero KoinuyecTBa MalueH-
TOB — 3MUTOMNBI 0.5- U a4-ueneii koynareHa I'V tuna. CTpykTy-
pa HUTEN KoJulareHa He SIBJISIETCS YHMKAJbHON TOJBKO st
KJTyOOYKOB MOYEK MIIU JIETOYHBIX aJIbBEOJI, OIHAKO Y MallueH-
ToB ¢ CI' OCHOBHBIE MATOJIOTNYECKUE U3MEHEHNST Pa3BUBAIOTCS
MPEUMYIIECTBEHHO B JIEFKUX B BHJIC pa3pyLICHUsS] albBeOJl
" pa3BUTUS CUHApPOMa UG PY3HOTO aTbBEOJSIPHOTO KPOBO-
TEUYEHUs U B MOYKAX C Pa3BUTHEM NMPOJIU(EPATUBHOIO IKCTpa-
KanuJuisipHOro (6LICTPONPOrpeCCUpPYIOLLIEro) riioMepyaoHed-
puta. Bousblioe 3HaueHNe B MOBPEK/IEHUM OPraHOB TaKXKe
MMEIOT aKTUBALMS CUCTeMbl KOMIuIeMeHTa 1 T-muMdonuTsl,
pacrno3Harolye HEKOJIJIAreHOBbII IOMEH 0.3-1eny KoJulareHa
IV tuna [1, 3, 8].

Tunuynasi KiIMHUYECKasi KapTuHA 3a00JieBaHUS, T.C.
KJIACCUYECKMI JIETOYHO-TTOYEYHbII CUHJPOM, C OJJHOBPEMEH-
HBIM NMOPA>KEHNEM JIETKMX B COYETAHUU C IJIOMepyJIoHe(pU-
TOM HaOJItoflaeTcsl y MOJaBJIsitoLero 00JbUIMHCTBA NaleH-
TOB — B 60—80% onucaunnblx ciayyaes CI'. Y yactu nauues-
TOB, ipuMepHO B 20%, uMeeTCsl TOJIBKO NOpaskeHue Mmoyexk,
pesKe BCTpPevaroTCs TOJIBKO JIerO4YHble MposiBienus. Knnnu-
yeckue u3MeHeHus B jerkux npu CI' MOryT nposiBisiTbCs
KaK KpPOBOXapKaHbeM, TaK M PA3BUTHUEM aJbBEOJISIPHOTO
KPOBOTEUEHUS!, MPUBOJIUTH K MPOrPECCUPYIOLIEH JIbIXaTellb-
HOM HEI0CTATOYHOCTHU M rubenu 6onbHoro. [latonoruye-
CKME U3MEHEHUs B NOYKaX NMPUBOJAST K Pa3BUTUIO HE(PUTHU-
YeCKOro CHHipoMa U (h)OPMUPOBAHUIO NMOYEYHOI HEloCcTa-
TOYHOCTU. Hapsiy ¢ yKa3aHHbIMU CHUHAPOMAaMH y MAaMEHTOB
BO3MOXKHO Pa3BUTHE AHEMHUH, Yallle Keje307eUIUTHON,
pa3HO# CTeNneHu BhIPaXKEHHOCTH, MOsIBIeHNE 00Jel B Ipy/-
HOW1 KJIeTKe, TeNaTOCIICHOMET allny, JIMXOPaJKU, apTPajruu,
MUAJITUU, PEIKO — IByCTOPOHHUI peTUHUT U yBeuT. [1pn 06-
CJIe[JOBAaHMH MAIMEHTOB MOXHO BbISIBUTb XapAaKTEPHbIE KIIU-
HUYECKUE MPU3HAKM: Kalllellb, KPOBOXapKaHbe, MPU3HAKU
ABIXATEJbHON HEJOCTATOUYHOCTH (OfIbILIKA, IMAHO3, TUITIOK-
ceMusi), IpU ayCKYJIbTALUK JIETKUX — KPEeNUTALMs, BIa KHbIE
MEJIKONy3blpyaTblie XpuMbl, onurypus. [1o na6opaTopHbiM
JaHHBIM — aHEMUs1, OBbIIIEHNUE CKOPOCTH OCEJlaHUs IPUTPO-
gutoB (COD), remaTypusi, NPOTEUHYPUSl, MOBBILICHUE YPOB-
HSl CbIBOPOTOYHOr0 KpeaTuHuHa [1, 4, 7, 9]. Ilpu penTrexo-
JIOTUYECKOM HMCCJIEJOBAHUM — MaTOTHOMOHUYHbBI U3MEHEHUSs!
B BUJI€ /IBYCTOPOHHUX Y3€JIKOBbIX U MHTEPCTUIMAIBHBIX 3a-
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TEMHEHMI M0 TUIY «MATOBOT'O CTEKJIa» 1 KOHCOJIMAALUM JIe-
rounou Tkauu [10].

Jnst nmopreepskennst CI' Hapsiy C BbISIBJICHUEM Y MalMeHTa
JIErOYHO-TIOYEYHOTO CHHJIPOMA HEOOXOIMMO MPOBEJIEHUE Cepo-
JIOTMYECKOTr0 MCCIIE[IOBaHMsl KPOBU M/MIIM TUCTOJIOIMYECKOTO
UCCIIe[]JOBaHMs MOYEK UM JIerKuX. [JuarHocTH4ecKnum npusHa-
KOM, 1no3BouisitoluM Bepudguuuposats CI', sBisieTcs: BbisiBIie-
He aHTu-BMK MeTogoM MMMyHO(EpPMEHTHOTO UM Paguo-
MMMYHHOTO aHasin3a (YyBCTBUTENBHOCTh U CNELU(PUYHOCTD
npubmukarorcst K 100%). OfnHako B €IMHUYHBIX CIy4asiX aHTH-
BMK B kposu npu CI' He BBLISIBISIIOTCS, IPUYUHBI 3TOTO 10
KOHIIa HE SICHBI, a TaKXe €CTh JJaHHbIE, YKa3bIBAIOIINE HA Bbl-
sBienne aHTH-BMK y 3popoBbix mropeit. [Ipumepno y 1/3 ma-
uuenToB ¢ CI' Hapsiny ¢ BicokuM TuTpoM aHTu-BMK B kpoBn
onpepenstoT ANCA (aHTuTe a K MUEeJIONepoKCHia3e, aHTUTe-
Jla K IpoTenHase-3), 4To He BJIUSIET Ha TeYeHHe U NPOrHO3 3a-
oconeBanus [4].

[Ipu uccnenoBanny 6GuONTATOB MOYEK OOHAPYKUBAIOT AHTHU-
BMK B ki1y60uKax noyek M rucTONIOrMYECcKyIo KapTUHY MPOJIH-
epaTUBHOTIO 3KCTPAKANUIIISIPHOTO UM HEKPOTU3UPYOLLETO
rinomepynonedpuTta. [Ipu 6Guoncuu nerknx, KOTopasi pefiko mpo-
BOJIUTCS, BBISIBIISIETCS] KAPTUHA pa3pyLIEHHbIX aJIbBEOJI, allbBEO-
JISIPHBbIE MPOCTPAHCTBA 3AMOJIHEHbI 3PUTPOLUTAMU, CKOTIIICHUSI-
MU MaKpoharoB, Harpy>KeHHbIX remocuepuHoM [2, 4, 8, 9].

CT" Heo6xopumo nudepeHInpoBaTh C psIoM 3aboeBa-
HUI, IPOTEKAIOLIMX C MOXO0XKEN KIMHUYECKON KAPTUHOM: OCT-
pbM riiomepyioHepurom (ANCA-accouumpoBaHHbIl HEKPO-
TU3UPYIOIIUI (DOKATILHBIN M CETMEHTAPHbIN IIoMepyJoHed-
put), Tsikenoir maeBMonnel, ANCA-acconmmpoBaHHBIME Bac-
KYJIUTaMU [rpaHyJieMaTo3 C MOJMAHTMUTOM (TpaHyJiemMaTo3
Berenepa), MUKpOCKONMYECKHIT MOJMAHTUUT, CUHAPOM Yepn-
»ka—CTpocca], ¢ CUCTEMHOI KPaCHOH BOTYAaHKOM.

OcHoBHbIME MeTofamu JiedeHust CI sIBAsitoTCS pMMeHeHne
nia3Madepesa ¢ uenabio anuMuHanun aHtTu-bMK u3 kposu,
a JIJ1sl NPeIOTBPAIICHUS X IaJIbHENIIero 06pa3oBaHus 1 10-
JaBJICHUS] TKAHEBOT'O BOCTIAJIEHUSI — IMMYHOCYTIPECCUBHAS Te-
panusi: IpefiHU30JI0H, LMKI0(ochamusl, BO3SMOXHO MCHOIb30-
BaHUe pUTyKCUMaba, MPUMEHEHNE KOTOPOro, MO IaHHbIM JIUTe-
paTypbl, IPUBOJUT K 3HAYMTEIILHBIM YJIYUIIEHUSIM COCTOSHUS.
[Ipu BbIpaskeHHOM CHMHIPOME AJIbBEOJISIPHOIO KPOBOU3JIMSIHUS
U IbIXaTeNIbHOM HEIOCTaTOYHOCTH HEOOXOIMMa UCKYCCTBEHHAS
BenTHsIMs nerkux (UBJI), mpu ¢popmupoBannm TsKenoi no-
YEYHOU HEJIOCTATOYHOCTH — MPOBEJICHUE TeMONaln3a u, BO3-
MO>KHO, TPaHCIUIAaHTaUMK NoYky. [Ipu oTCyTCTBUM ajieKBaTHOM
tepamu CI' nMeeT 3710Ka4eCTBEHHOE TeYeHNe, MPUBOJsIIee
K OBICTPON rubenn MalveHTOB OT MPOTrPecCUpYIoLeil bIXa-
TEJILHOI HEIOCTATOYHOCTH, JIETOUHOTO KPOBOTEUCHUS, MOYeY-
HOI HeffocTaToYHOCTH [ 1, 9].

Coobennst o kaxjoM HoBoM ciydae CI™ B HacTosiee Bpe-
Msl TIPOJIOJIXKAIOT TMPEJICTABISATh OOJIBIION HAyUYHbIl MHTEpEC
B CBsi3M ¢ TeM, 4To CI' OTHOCHTEILHO PEJIKO BCTpeyvaroleecs
3a060J1eBaHNe, 1 ellle MHOIO€ OCTAETCS HESICHBIM B €ro 3THOJIO-
I'MU 1 maToreHese. B Hareil KImHUKe 3a nocjefHue 25 JeT Ham
noBenoch Habmonath 3 6oabHbIX ¢ CI'. B kauecTBe mpumepa
MPUBOJIUM TOCJIE/IHEE KIIMHUYECKOe HAOJIofIeHNe MalUeHTa co
31oKkayecTBeHHO nporekatommm CI'.

Bonbnas K., 56 ner, Haxoauaach Ha CTAllMOHAPHOM Jieye-
HUM B TepaneBTuyeckoin kiuumHuke YKB Ned I[IMI'MY
M. .M. CeuenoBa B mapte 2016 1.
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B./. NoA3oAKoB 1 coasBT.

[TanueHTKa gOCTaBIeHA B KIMHUKY CKOPOI MEAMLMHCKOMN
nomouipio (CMII) ¢ HanpaBuTeIbLHBIM AMarHo3om: BHebomb-
HUYHA$1 IByCTOPOHHSIS MOJICETMEHTAPHAsI ITHEBMOHMS TSIXKEJI0-
ro TedyeHusi. [IpixaTenbHas HeocTaTouHOCTS II crenenu. [1pn
MOCTYIJICHUU B CTALIMOHAP B CBSI3U C TSAXKECTbI COCTOSIHUS
cpasy U3 MPUEMHOT0 OTJIEJICHNS] TOCIUTAIIM3UPOBAHA B OT/IEsIe-
HME PeaHMMAaLMU U MHTEHCUBHOM Teparnuu.

[TaupenTKa npebsABIIsAIa >Kaao0bl HA Kallesb C BbIIeJIeHH-
€M KPOBH aJIOro0 1IBETa, OfIbIIKY B MOKOE, MOBbILIEHUE TeMIIe-
patypsl Tena 1o 38,2°C, ronoBoKpy>KeHHe, BbIpaXKeHHYI0 00-
L0 c71a00CTh.

B anamHese BpejHble NPUBBIYKU OTCYTCTBYIOT, BO3/IEH-
CTBMIO NPO(ECCUOHANILHBIX BPEHOCTENl HEe MOJBeprajach.
Onepanyu He MPOBOAUINCH. AJIIEProIOrnYecKil U CeMenHbIN
aHamHe3 He oTsirouleHbl. C ieTcTBa HabJIIo/1anach Mo NOBOJY
3MUJIeTICUM, TPUHAMAIIA KapOamaszenuH. B TeyeHue 5 net nme-
eTcsl IoBbIlIeHHoe apTepuainbHoe nasnenue (A1) no 180/90 mm
PT. CT., B KQUECTBE aHTUTUNIEPTEH3UBHON TEPANKUU TIOCTOSTHHO
npuHuMana jo3aprad 50 Mr B cyTku U MeTtonposon 50 mr
B CYTKH.

IIpu c6ope aHaMHe3a yCTAHOBJIEHO, YTO yXY/ILIEHHE CO-
cTosiHUs HacTynuito ¢ ocenu 2015 r., korja 60sbHasi OTMETUIIA
CHIKEHUE almeTuTa, NOosBIeHUE 001el caboCTH, yMEHbIIIe-
HKe Macchl Tesa — B ¢eBpasie 2016 r. moxynena Ha 18 kr. Tak-
ke B oKTsI6pe 2015 1. mosiBrIICS AUCKOMMOPT B MOSICHUYHON
00J1aCTH U HEOJTHOKPATHO 3MKU30/[bl TOKPACHEHHSI MOYH.

C ykaszaHHbIMU BbIlIe Xano6amu B pespaie 2016 r. 60J1b-
Hasl FOCMUTAIN3MPOBAHA B HE(PPOIOTHYECKOE OT/IEJIEHNE T'0-
ponckoit 60bHUIIBI T. MOCKBBI, T7ie TocTaBleH auarao3 «Hed-
ponaTHsi CMELIAaHHOIO I'eHe3a 3a CYET JIEKapCTBEHHOI0 MHTep-
CTULIMAIILHOTO He(ppUTA U TUNIEPTOHNYECKOr0 aHTMOCKIIepOo3a ¢
pa3BUTHEM XpOHMYECKON 60s1e3HM novek IV cragum [ckopocTh
kay6oukoBonl punbTpanuu (CK®) 16 mu/mun]», mMMyHOCY-
NpeccuBHas Tepanusl He nposojuiack. [locne okoHYaHus cra-
LIMOHAPHOTO JIeueHusl 00JIbHON peKOMEHJ0BAHO HAOJIO/IEHNE
HedposoroM No MecTy KutenbcTBa. Ha ciepyrouwmii ieHb
1ocJyie BbIMMCKU U3 HE(POIOrnyecKoro oTAe/ieHust y O0IbHOI
NMoBbICUIIACH TeMnepartypa Tesa o 38,2°C, nosiBUiICS Kalleb
C BbIJIEJICHNEM KPOBH B GOJIbILIOM KOJIMYECTBE, OfIbILIKA, KOTO-
past GbICTPO NPOrpeccUpoBaiia, B CBSI3U C YeM MALMEHTKA Bbl-
3Bajsia CMII u Gbu1a 3KCTPEHHO rOCMUTAIU3MPOBAHA B HAILLY
KJIMHUKY .

IIpu dusznyeckoM oOcsen0BaHNM 00LLEE COCTOSIHUE OO0JIb-
HOW TsXKesloe, CO3HaHue sicHoe. TesocioXKeHne NpaBuiibHoe,
KOHCTUTYLIMSI HOpPMOCTEHUYecKas, pocT 155 cm, macca Tena
89 kr, uHaeKc Macchbl Tesa 37 kr/m?, KoskHble MOKPOBbI OJ1efi-
HbIE, aKPOLMAHO3, IMaHO3 I'y0, nuMdaTnyeckue y3ibl, 10-
CTYTHbIE JIJIs AJbIALUN, HE YBeJIM4YeHbl, 6e3605e3HeHHbI. Ko-
CTH, MBILLILIBI, CyCTaBbl 63 BUAUMBIX n3MeHeHni. CO CTOPOHbI
OPraHOB JIbIXaHUS: TAXUITHO — YaCTOTA JIbIXaTEJIbHBIX JIBUXKE-
HUI 10 28 B MUHYTY, CHUXEHHUE caTypauuu Kposu 1o 89%,
CBUJIETEJILCTBYIOIIUE O IbIXaTeJIbHON HEIOCTATOYHOCTH; NPU
NMEePKYyCCUU — MPUTYTIIEHNE NePKYTOPHOIO 3ByKa B HUXKHUX U
CPeJIHUX OT/IeJIaX IPY/IHOM KJIIETKHM C 00X CTOPOH, TP ayc-
KYJIbTAlUK — BIIa>KHbIE MEJIKOIMY3bIpUaThlie XPUMbI 10 BCEM Jie-
royHbIM nouisiM. Ilpu Kamie 6osbHas Bbesnsaa 60blI0e KO-
JIMYECTBO MOKPOThI aJIoro 1BeTa, 00beM KOTOPOI COOTBET-
CTBOBAJI JISFOYHOMY KpoBOTeueHnto. O0acTb cepiia 1 Kpyr-
HBIX COCYJIOB BU3yaJIbHO HE U3MEHEHa, IPaHMIbI cepyia cMe-
LIEHbI BJIEBO (JIeBasi TpaHULa HA 1 CM KHApy>XKH OT JIEBOH Cpefi-
HEKJIIOUMYHON JIMHMM), TOHbI Cep/ilja MPUIJTYLIEHbI, YaCTOTa
cepaeunbix cokpauenuit (HCC) 96 ynapoB B MUHYTY, PUTM
npasunbHblil, Al 160/100 MM pT. cT. CO CTOPOHBI OPraHOB
MUILEBAPEHNS TTATOJOTUU HE BBISIBICHO, XUBOT TPH NaJbla-
LM MSITKUI, 6e36051e3HeHHbIi, pa3Mepsbl neyeHn no Kypioy
9x8x8 cm. CeneseHka He yBenuveHa, He nanbnupyetcsi. CTyn
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peryasipabiii. O67acTh MOYEK BU3yaIbHO HE M3MEHEHa, TOUKH
He manbnupyrorcs. HeBposornueckuii craTyc: co3HaHUe sic-
HOE, B TPOCTPAHCTBE ¥ BPEMEHN OPUEHTHPOBAHA TIPABUITHHO.

Krmunyecknii aHanm3 KpOBU: BbISBJIEHA TMITOXPOMHAs aHe-
MUsI — CHUXKEHME reMorjioonHa 1o 71 r/n (B fuHaMuKe — CHUKE-
nue 10 51 r/n), neiikouuros 12,6x10°11, ysemuuenne COD o
36 MM/4.

[Tpu GuoXUMIYECKOM MCCIIEJOBAHUK KPOBU TIPH MOCTYTLIE-
HUU: TUTIOTIPOTEeNHEMUsT — o0l 6e0K 43 r/11, MoBbIIeHNe
YPOBHSI MOYEBMHbI M KpeaTHMHuMHa A0 15,3 mMmouab/a u
520 MKMOJIL/J1 COOTBETCTBEHHO, KaJinil 4,6 MMOJIB/JI, JKeJIe30
3,2 Mkmoab/n. CK®, paccunrannas no CKD-EPI, 7,4 mu/muH.
B moBTOpHOM ananmze yepe3 7 gHEN: ypOBEHb MOUYEBUHBI —
45,1 mMonw/n, KpeaTuHuHa — 451 MKMOab/n, Kamuss —
5,75 mmonw/n, CK® — 8,7 mi/mMuH.

[Tpu nccnenoBanny nokasaTelneil CBEPTHIBAIOLIEH CUCTEMBbI
KPOBH BBISIBIIEHO CHIDKEHHE YPOBHSI MPOTPOMOUHOBOTO MHJIEK-
ca 1o 71%, nosbiienue yposHst D-gumepa o 4,1 mr/m.

B o61em aHanu3e MOYM: reMaTypHsi — SpUTPOLUTHI TOKPbI-
BAIOT Bce noJie 3penus, 6enok — 0,21 r/n, 7efKOouUnTHI — eau-
HUYHBIE.

Amnamu3 moun o Heuunopenko: nefikouuts! — 3000 B 1 M1,
sputpouuTsl — 562 500 B 1 mut, mumsapsl — 250 B 1 Mi1.

Onexrpokapauorpacdust (OKI; 18.02.16): puT™ npaBuib-
HBIi1, TOPU30HTATILHOE MOJIOKEHUE SJIEKTPUUECKON OCH cepaia,
cunycosas Taxukapausi, YHCC 92 B 1 mun; B guHamuke no DKI
COXPAHSJICS] CUHYCOBBII PUTM, FTOPU30HTATILHOE TTOJIOKEHUE
20C.

Oxokapauorpadus (20.02.16): npuszHaky runepTpodun
JIEBOT'O >KEeJTy/I0UKa.

Y nbTpa3ByKoBOE MCCIIEJOBAHUE OPraHOB OPIOLIHOM MOJIO-
cTU U 3a0proluHHOro npocrpadctsa (19.02.16): BbisiBIeHa NO-
BBILLIEHHAS] 9XOT€HHOCTD MEeYeH! U TOIXKETyJOUHON XKee3bl,
6e3 N3MEeHEeHUs] KOHTYPOB U pa3MEPOB 3THUX OPraHOB, pa3Mepbl
noyek ObuM HOpMalbHbIMU (TIpaBast — 100x37 mMm, neBast —
101x38 MM), KOHTYpbI IOYEK HEPOBHBIE, pa3Mep MapeHXUMbI
9—16 MM ¢ 06enX CTOPOH, 9XOT€HHOCTh MTAPEHXUMbI MOBbIIIIE-
Ha, CUHYCBbI NMOYEK YIMJIOTHEHbI, paCHIMPEHUE YalIeUHO-JI0Xa-
HOYHOWM CUCTEMbl M1 KOHKPEMEHTbI He BbIsiBIeHbI. Celle3eHKa
0¢e3 MaTOJIOTHH.

330cparoractponyonenockonus (19.02.16): mpuznaku mo-
BEPXHOCTHOT'O TaCTPUTA, HEIOCTATOUYHOCTD KAPUH.

Penrrenorpacus opranos rpyaHon kietku (18.02.16): un-
(pUIIBTPATHI IO BCEM JIETOYHBIM MOJISIM.

MynbTrcnupanbHast KOMITBIOTEpHAsT TOMOTpacusi OpraHoB
rpyaHoit kinetku (19.02.16): no BceM cerMeHTam JIerkux pac-
NPOCTPAHEHHbIE YYACTKN YIUIOTHEHHUS JIETOYHOM TKAHU IO TH-
My «MaTOBOT'O CTEKJIa» U KOHCOJMIAUH, C TIPOCIIeSKUBACMOI
Ha (pOHE MAHHBIX W3MEHEHWI BO3[YIIHON OPOHXOTPaMMOM.
B puHaMuke oTMeudanoch yBeaMUYeHHE MPOTSIKEHHOCTH yua-
CTKOB MH(UIIBTPALMU JIETOYHON TKAHU C 00EUX CTOPOH, OHHU-
SKEeHME ITHEBMATU3alMK JIETOYHON TKaHU B HUYXKHEH JI0JIe CrIpaBa
C TIEPEeXOJIOM 30H «MAaTOBOTO CTEKJIa» B KOHCOIMJAIUIO JIETOY-
HOU TKauu (puc. 1).

Bupeo6ponxockonust (19.02.16): sHpockonuyeckas Kap-
THHA COCTOSIBLIETOCS JIEFOYHOTO KPOBOTEUEHUS!, XPOHUYECKO-
ro TpaxeoOpoHXHUTa Ha (pOHE 0YaroBON aTPOMUU CINIUCTOM
000JI0UKH.

YunTbiBas HANMYKME KIMHUYECKOI KAPTUHBI JIETOYHO-TIO-
YEYHOro CUHApoMa, 3anopo3peH CI' 1 mpoBefieHO MIMMYHOIIOTH-
YecKkoe WCClefjoBaHue, NP KOTOPOM BBISIBJIEHBI aHTUTENA
Kk wmuenonepokcunaze (cANCA) - 40,8 El/ma (Hopma
0-5 Ell/mn), anturena k nporenHase (pANCA) — 0,27 E[l/mn
(nopma 0-5 E[l/mn), a Takke antu-bMK — 22 EJ1/man (Hopma —
no 20 E[l/mm). Buorncust movku He BBIMOJIHSAIACEH MO MPUINHE
KpaiHe TSKeJIOro COCTOSHUS MAMeHTKH.
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K BOrpocy o CAOXXHOCTH AMarHOCTHKM cuHApoma lyanacuepa

Takum 06pa3oM, Ha OCHOBAHUM KJIIMHUYECKUX AaHHBIX U pe-
3yJIbTATOB MIMMYHOJIOTUUECKOT'O MCCIIE/OBAHUS, TOOXKUTENb-
Horo ananu3a Ha aHTU-BMK, G0JILHOM MOCTaBJIEH JIUArHO3:
Cunppom I'yanacuepa.

BonbHoIl mpoBofuiach caefyrouas Tepanus: METUIIIPEN-
HU30J10H B J1o3e 1000 Mr BHyTpuBeHHO, UnKIodocdan 600 mr
B CYTKU BHYTPUBEHHO.

ITpoBoauMast MeIUKaMEHTO3Has Tepanust Oblia He adeK-
TUBHA, y OOJIbHOI HapacTalla bIXaTeJbHasi HEIOCTaTOYHOCTb,
KoTopasi norpedosana nposesienust UBJI ¢ Tperbero nHs npe-
6biBaHUsl B KnHUKe. COCTOSIHUE MAUEHTKU NPOrPEeCCUBHO
YXYALIATIOCH — TSDKECTb COCTOSIHUS 00YCIIOBIIEHA TSKENON [ibl-
XaTeNbHO U MOYEYHOI HeIOCTaTOYHOCTHI0. Ha feBsThlil leHb
¢ MoMeHTa noctymienus (27.02.16) y 6oabHOIT pa3Buiach opa-
pukapaus 28 B MUHYTY, runoTonust 50/20 MM pT. CT., Ha Kap-
JAUOMOHUTOPE — UJEOBEHTPUKYJSPHBIA PUTM C HEPEXOLOM
B acucTosuno. HecMOTpsi Ha peaHUMAalMOHHbIE MEPOIPUATHUS,
HaCTyNuja 61oJIornYecKast CMepTh GOJIBHOIA.

ITpoBefeHO NaTOJOr0aHATOMUYECKOE UCCIIE[JOBAHUE, BbI-
SIBJIEHbl U3MEHEHUsI CO CTOPOHBI JIETKUX U MOYEK, XapaKTep-
Hble 115 CI' n nopTBepauBIIie KIMHUYECKUI fuaruos. Jler-
KUe C HEOJHOPOHOW KOHCUCTEHIMEN, IECTPOro BUAA: O4aru
GenecoBaTOro LBeTa, pa3Mepamu Jo 1x2x1 cM, BO3BbILLIAIO-
yecst Hajl IOBEPXHOCTbIO Pa3pe3a, KOHTPACTUPOBAJIM € 00-
LIMPHBIMU CIIMBAIOLIUMUCS Y4acTKaMU KPAaCHOBATO-0ypoBa-
Toro usera. [Iouku yBesjnuyeHbl B pa3mepax, Aps0J10BaTOi
KOHCUCTEHLU, KOPKOBBII CJIO PACILIMPEH, TYCKIIbIil, XKeJTO-
BaTO-CEPOBATBI C MEJIKUM KpacHbIM KpanoM. ITpu rucrosno-
FMYECKOM UCCIEJOBAHUM JIETKUX BbISBICHO YTOJILECHUE MEX-
AIILBEOJISIPHBIX MEPEropoiok ¢ MH(PUAbTpaUeil 303uHOpU-
JaMM M HedTpoduiamu, npojudepanuss albBEOJOLUTOB.
B nmpocseTe anbBeos — 60J1bLIOE YUCIIO 3PUTPOLUTOB, CUJiE-
pouuToB. B noueuHbIX Kiy60uKax OTMEUYEHbI IIOJIyJIyHUs], 00-
pa3oBaHHbIE B OJJHUX KJ1yOOUKaX KJETOYHBIMU 3JIEMEHTAMU,
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Puc. 1. KomnblotepHasi Tomorpadpusi — KaprMHa M3MeHeHHi
AETKMX MaLMeHTKH.

B Apyrux — (puOpo3HOil TKaHbIO (CM. PUC. 2 HA LBETHON
BKJIeliKe). Takum 06pa3oM, JaHHble ayTOINCUU NOATBEPAUIU
KJIMHUYECKUI AUArHo3.

3akAlQueHue

Oco6eHHOCTBIO TAHHOTO KIIMHUYECKOTO CIIyyast sIBISeTCS
passutue CI' y >keHUIMHBI, Yalle 3a0oeBaHie pa3BUBAETCS
y nuy My>kckoro noJia. CI' neGroTupoBai B BUjie r1oMepyJio-
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TaJbHOMY MCXOfY.

ABTOPBI 3aSIBJISTIOT 00 OTCYTCTBHM KOH(DIIMKTA NHTEPECOB.

lapsing—remitting multiple sclerosis. Multiple Sclerosis and Related Dis-
orders. 2013;2(1):60-3. https://doi.org/10.1016/j.msard.2012.07. 002

7. Ohlsson S, Herlitz H, Lundberg S, et al. Circulating Anti-Glomerular
Basement Membrane Antibodies With Predominance of Subclass 1gG4
and False-Negative Immunoassay Test Results in Anti-Glomerular
Basement Membrane Disease. Amer J Kidney Diseases. 2014;63:289-
93. https://doi.org/10.1053/j.ajkd.2013.08.032

8. Cui Z, Zhao MH. Advances in human antiglomerular basement mem-
brane disease. Nature Reviews Nephrology. 2011;7(12):697-705.
https://doi.org/10.1038/nrneph.2011.89

9. Grecoa A, IdaRizzo M, DeVirgilio A, et al. Goodpasture's syndrome: A
clinical update. Autoimmunity Reviews. 2015;14(3):246-53.
https://doi.org/10.1016/j.autrev.2014.11.006

10. Feragalli B, Mantini C, Sperandeo M, Galluzzo M, Belcaro G, Tartaro
A, et al. The lung in systemic vasculitis: radiological patterns and dif-
ferential diagnosis. The British J Radiology. 2016;89:20150992.
https://doi.org/10.1259/bjr.20150992

Iocrynuna 11.06.2018

67



