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CHUHJIPOM I'YAITACUEPA. KIMHUYECKUM CIIYUYA

MortoBa Sua Cepreesna’, Cennon Banentun I'ennaapeBmy’?

'Kadenpa anecTe3snonornu u peaHIMaTOIOTHH

OI'bOY BO «Ypanbckuii rocyaapcTBEHHbIM MEAUIIMHCKUN YHUBEpcUTEeT» MuH31paBa Poccun
TAV3 CO «CBepanoBckas 00JacTHasE KIMHUYECKAs IICUXUaTpudecKkast O0TbHHIIA»
ExarepunOypr, Poccus

AHHOTAUA

Beenenue. Cungpom I'yamacuepa oTHocuTcs K Oone3HsM, OOYCIIOBJIEHHBIE aHTUTeNaMU K Oa3albHOM MeMOpaHe
Ki1yooukos. Iles1b ucciieoBaHus — aHATN3 KIMHUYECcKoro cirydas Cuaapoma ['ynnacdepa B MpakTHKE aHECTE3MOIIOTA —
peanumaronora. MaTepuaa U MeTOAbI. AHAIN3 MEJULMHCKON KapThl CTALIMOHAPHOTO OOJILHOTO, JaHHBIE ayTOIICHH.
PesyabTarsl. IlpeacraBnsaro ximHHYeckuil cimywdait Cunapoma I'yamacuepa y manmeHTKH 72 JeT € Pa3sBHTHEM
OBICTPOIIPOTPECCUPYIOIIETO TIIOMEPYIOHE(DPHUTA U OCTPOH ITOUYETHON HETOCTATOYHOCTH B JIOr0TE OOJIE3HU B COUETAHNH
C TeMOppardueckuM anbBeoauToM. BbiBoabl. Takum 00pa3oM, NpHUBEACHHBIH Cilyyail yKa3blBaeT Ha CIIOKHOCTh
muarsoctuku CIT, TpeOyromero TmarenbHO# qudQepeHInaIiy ¢ pSaoM IpyTrux 3a00JIeBaHHUMN.

KaioueBnbie caoBa: Cunapom ['ynnacdepa, antu — BMK Goie3Hb, OBICTpONPOrpeccCHpyIONUi IIIOMepyJIOHEpPUT,
reMOppParun4ecKuil anbBEOIINT.

GOODPASTURE'S SYNDROME. A CLINICAL CASE

Motova Yana Sergeevnal, Sentsov Valentin Gennadievich'-2

!Department of Anesthesiology and Intensive care

Ural State Medical University

2 State Autonomous Healthcare Institution of the Sverdlovsk Region "Sverdlovsk Regional Clinical
Psychiatric Hospital"

Yekaterinburg, Russia

Abstract

Introduction. Goodpasture's syndrome refers to diseases caused by antibodies to the glomerular basement membrane.
The aim of the study is to analysis of a clinical case of Goodpasture's syndrome in the practice of an anesthesiologist —
resuscitator. Material and methods. Analysis of the medical record of an inpatient, autopsy data. Results. | present a
clinical case of Goodpasture's syndrome in a 72 — year — old female patient with the development of rapidly progressive
glomerulonephritis and acute renal failure at the onset of the disease in combination with hemorrhagic alveolitis.
Conclusions. Thus, the presented case indicates the complexity of diagnosing SG, which requires careful differentiation
with a number of other diseases.

Key words: Goodpasture's syndrome, anti — GBM disease, rapidly progressive glomerulonephritis, hemorrhagic
alveolitis.

BBEJIEHUE

Cunapom ['ynmacuepa (CI') oTHocuTcsi K 00Je3HSIM, OOYCJIOBJICHHBIC AaHTUTEIIAMHU K
0asayibHON MemOpaHe KiyOoukoB. Ilo clokuBIICHCs Tpaawmuu B 3apyOeKHOW JHUTEpaType
TepMUHOM «Oone3Hb ['yamacuepa» 0003HAYaArOT MOpPAKEHUE IMOYEK M JITOYHOE KPOBOTCUYCHHE,
aCCOIIMUPOBAHHOE C OOHAPYKCHUEM aHTHTEN K Oa3anbHOU MeMOpaHe kiyoouka (antu — BMK AT),
TOrJa Kak moja «cuHapomoMm ['yamacyepay MOHMMAIOT MOYEYHO — JICTOYHBIH CHHAPOM JFOOOM
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strosioruu [1]. Bonesus, 00ycnoBIeHHAs aHTUTEIAaMU K Oa3albHOM MeMOpaHe KiyOouka (aHTH —
BMK 0605e3Hb) — CUCTEMHBIN BACKYJIHUT, XapaKTePU3YIOIUICS TOpaKEHHEM KalUIIpOB KIIyOouKa
W/WI aJIbBEOJI C Pa3BUTHEM OBICTPOIPOTPECCUPYIONIETO TiioMepysonedpura w/wm auddys3Horo
AJBBEOJISIPHOTO KPOBOTEUEHUS, 00YCIIOBICHHBIN BBIPA0OOTKOW aHTUTEN MPEUMYIIECTBEHHO KIIACCOB
19G1 u IgG3 k TepMmuHAIBHOMY (parMeHTy 03 — IEMH, PEXKE K 04 — U 05 — LEMAM, MOJICKYJIbI
komtareHa [V tuna (a3(IV)NCI1) GazampHOU MeMOpaHBI MOYeYHBIX KiyOoukoB (aHTH — BMK
aHTHTEeNa) U anbBeod. Hamuuwe STUX aHTUTEN BBI3BIBAET  OBICTPOIPOrPECCUPYIOMINIA
TJIOMEPYJIOHE(PUT U TeMOPPArHUECKUN AIbBEOJIHT, TIPU 3TOM MEXaHU3M BBIPaOOTKH aHTH — BMK
AHTHUTEJ JI0 KOHIIA He u3y4eH [2].

CyIIecTBYIOT JJaHHBIE O TEHETHUECKOM MPeIpacioioKeHHOCTH K Pa3BUTHIO 3a0oeBanus. B
KauecTBe (DaKTOPOB, OMPEICNISIONINX TeHETHUECKYI0 TipeapacnonoxeHHocTs kK CI', paccMaTpuBaioT
U3MEHEHHUs B CUCTEME rUcTOocoBMecTUMOCTH. EcTh npeanonoxenue, uto CI' accoruponan ¢ HLA
— DRI15, DRBI*1501, DRBI1(*)1502. K mnyckoBeiM ¢akTopaM Yy IHUIl C TE€HETUYECKOU
MIPEAPACTIONOKEHHOCTBIO OTHOCST KYpPEHHE, BIBIXaHUE IMAapOB YTIIEBOAOPOIOB U OPraHUYECKHUX
pacTBopuTelei, Bo3aeiicTBre HH(MEKIIMOHHBIX areHToB (Bupyc rpurmma, BUY), uHransnum kokanHa,
METAJUTMYCCKON TBUIH, JIEKapCTBEHHBIE npenapaThl (D — nenunmuiamuH, aremMTy3ymao)[3].

CT sBnsietTcs peakoi maroyorueii, 3a601eBaeMocTs y B3pocibix coctanisiet 0,5—-1,0 va 1 000
000 B rox, y aereit 3HaunTenbHO MeHble. AHTH — BMK 0051e3Hp xapakTepuszyercs OuMoiaabHbIM
pacnpenenenueM 1o Bo3pacty. [lepBblit muk 3aboaeBaeMocTH mpuxoauTcs Ha Bo3pacT 20 — 30 rner,
IIPU TOM CpeH 3a00JIEBIINX HECKOIBKO MPE00IIalatloT MYy>KUHHBI, a 3a00JIEBaHUE XapaKTepU3yeTcs
pa3BUTHEM MTOYEYHO — JISTOYHOTO CHHJIpoMa. BTopoit mik 3a00sieBaeMOCTH HAOIIOAA0OT B BO3pacTe
60 — 70 mer, xorga cpeay 3a0O0JIEBIIMX HECKOJBKO MPEo0IaaloT KEHIIWHBI, a B KIMHUYECKOU
KapTHHE MpeodIiagaeT nopakeHue noyek [2].

Hean uccaenoBanus — aHanu3 KinHudeckoro ciaydas Cunapoma ['yamacyepa B mpakTHKE
aHEeCTEe3MOJI0ra — peaHuMaToJIora.

MATEPHUAJ U METO/bI

AHanu3 METUIIMHCKOM KapThl CTAaIllMOHAPHOTO OONBHOTO, JaHHble ayromcud. Jlns
TUCTOJIOTHYECKOT0 HccienoBanust matepuan (uxcupoBasicss B 10% pactBope dopmanuHa C
MocNeayomei 3amuBkod B mapaduH IO CTaHAAPTHOW METOAMKE. [ HMCTONOTHYEeCKHE Cpe3bl
TOJNIIIMHONW 4—5 MKM OKpallMBaJUCh T€MAaTOKCHJIMHOM M 303WHOM, MUKPOPYKCHMHOM 1o Ban —
I'm3ony, no Iuns — Hunsceny.

PE3VYJIbTATBI

[IpencraBnsto knuHMueckuil ciydaii Cunapoma ['yanacuepa y mnanueHTKH 72 JeT ¢
pa3BUTHEM OBICTPONPOTPECCUPYIOIIETO TIIOMEPYIOHEPPUTA U OCTPOH MOUEYHONU HETOCTATOUHOCTH
B Je0oTe OONE3HW B COYETAHHU C TEMOPPArHYECKUM ajJbBEOIUTOM, OBICTPOIPOrPECCUPYIOIIUM
TEYEHHEM U JIETAJIbHBIM UCXOJOM OT HACTYNHBIIUX OCJIOKHEHUH.

[ManmenTka 72 net goctasiena 15.10.2024 r. 6puragoit CMII B I'b Nel r. Huwxnauit Tarun ¢
AJl 200/100 Mm.pT.cT.  Taxukapauen. M3 aHamHe3a: MHOTO JIeT CTpaJaeT TUINEPTOHUUYECKOU
6ones3npto, mocne nepeHecenHo HKBUM u OPBU ot 02.2024 r. Gecnoxout Kamenb. Ilpu
nooOcnenoBanuu: kpeatuHuH 1075 mmonb/n, kamuit 5,8 mmonbs/1. MCKT OI'K — aByctoponHss
nonucermentapaas nmueBMonus. KT1, BOb, ¢ubpo3nbie n3MeHeHns B JeTKUX ¢ 2X cTOpoH. Y3U
MOYEK — MPU3HAKU XpOHUYECKOro HepuTa 06enx nouek. Kuctel mapeHxumbl B 00€UX MOYKax, KIUCTa
neBoi mouku. 17.10.2024 r. nns gansHeimero neyenus nepeserena B COKIIb ¢ nuarno3om: Heppur
HeyTouHeHHOM 3THojoruu. OcnoxkHenusa: OIIH. /IByCTOpoHHsA MonHMcerMeHTapHas MHEBMOHMS
KTI. I'b Il ct, puck4, 3 cr. ['unepronnyeckuii kpu3, Hekynupyemsiii. XCH ®K mo NYHA 0.
[ToctBocnanutenbublit puodpo3 serkux. C 17.10.2024 r. mo 21.10.2024 r. HaxoauIack Ha JICUCHUH B
orneneanun OO0 COKIIB. C 18.10.2024 r. mo 19.10.2024 . mpoBeneHo 2 ceaHca reMouain3a, ¢
nonoxkutenbHoi nuHamukod. C 19.10.2024 r. mo 20.10.2024 r. oTmeuanoch HapacTaHHe
JbIXaTeIbHON HETOCTAaTOUHOCTH, oaurypus. 21.10.2024 r. B 16:00 cimyuusics sniu304 KpOBOXapKaHbs,
TaxuIHod, nauueHTka nepeseaeHa B OPulT. B 22:30 na unransuuun O2 yepe3 JTapUHTHAIBHYIO
Macky ¢ orokoMm 10m/mMun SpO2 85%, cnyraHHOCTH co3HaHwMsI, Ae3opueHTarws, Y[ 28, B cBs3U ¢
YeM BBINIOJTHEHA HHTYOAIHs Tpaxeu U nmoakiodenue Kk anmnapary MBJI. B OAK Hgb 76 r/x, RBC 2,
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33 x 10*12/n, Het 24,6 %, B cBsizu ¢ ueM BhInonHeHa remoTpancdysus 2x no3 C3I1 u 3x o3 Op.
B3secu. 22.10.2024 r. B3sT moceB MOKpPOTHI Ha (ropy u AY, pe3yibTaThl: pocta MUKPO(DIOpHl HE
BesiBieHO. AT k BMK ot 26.10.2024 r. >200.00. 28.10.202 4r. namueHTKa KOHCYJbTHpPOBaHA
riaBHBIM Hedposorom CBEpUIOBCKOM 001acTH, peKOMEHAyeMoe JieueHue: mpeaHu30i10H 500 mr
3p/cytkn, nmknocriopud 600mr 1p/cytkm. 31.10.2024 r. mnamueHTKa KOHCYJIbTHPOBAaHA
pesmatosiorom OKbB Nel BeictaBnen nuarno3 OIIH. Cunapom I'ynnacdepa ¢ moBpekaeHUEM MTOYEK.
Jleuenue 6e3 nzamenenuit. [lo R — rpaduu ¢ 22.10.2024 r. oTMeuanach oTpuIiaTeIbHas JUHAMHUKA CO
CTOPOHBI JIETKHUX (yCHJIEHHE BOCTIAIUTEIbHON HHMIbTpanun) ¢ gansHemum pazsutiuem OPZIC. C
23.10.2024 r. otmeuanack anypusi. Beero nposeneno 8 ceancoB remoauanusa (18.10, 19.10, 21.20,
23.10,25.10, 28.10,30.10, 01.11), 2 remotpancdyszuu (21.10, 25.10). C 28.10.2024 r. mo 02.11.2024
r. otMevanock nporpeccupoBanue CIIOH. 02.11.2024 r. B 09:00 na ¢one nporpeccuponanust CIIOH
MIPOM30IIIa OCTAHOBKA KpoBooOparmieHws, B 09:30 3adukcupoBana OMOIOTHIECKAs CMEPTh.

JlaHHBIE MATOIOrOaHATOMUYECKOTO MCCIeNOBaHus: TPyl >KEHIIMHBI MOXKUIOTO BO3pacTa,
poct okoio 160 cM, Tenoca0KeHue HOPMOCTEHUYECKOE, YOBIETBOPUTENBHOIO NUTaHus. KoKHbIN
MOKpoB OnefHbldi. B mpocBeTre Tpaxew W TIaBHBIX OPOHXOB BA3Kasg MyTHas MOKPOTa TEMHO —
KpPacHOTO IIBeTa B HEOObIIIOM KosnyecTBe. Crn3ucTast 00071049Ka Tpaxeu v KPYITHBIX OPOHXOB CEpo
— pO30BOTO IBETA, TMaJKasi, BIaXKHAs C €AMHUYHBIMU KPOBOUBIUSHUSAMU. JIMCTKH BUCIHEPATBHOM
IUIEBPbI TOHKUE, MyTHbBIE, C HE3HAUUTEIbHBIM HaJIOXKeHHEM (UOpHHA, M0/ IUIEBPOl 000UX JETKUX
MHTEHCUBHBIC BHUILHEBO — KpacHbIE CIIMBarolrecs KpoBousnusHus. Ha pa3pese mapenxuma ob6oux
Jerkux Oe3BO3/yIIHAs BBIPAXKEHHO IOJHOKPOBHAs, BO BCEX JAOJSIX C OOIMIMPHBIMU yYaCTKAMH
KPOBOMBIIUSHUN BHIIHEBO — KPacHOro IBeTa, 3aHuMarmux 10 70 — 80% oObema mapeHXUMBI
nerkux. Ilouku pacnonararoTcsi B NOSCHUYHOW 0OJAaCTH OJUHAKOBOW O000BUAHON (HOpPMBI,
KOPUYHEBATO — KPACHOTO IIBeTa, ApsOioi KoHcucTeHIMU. Oubpo3Has Kancysia Mmouyek CHUMAeTCs
JIerKo, TOHKas, TModynpo3payHas. HepaBHOMepHOE KpOBEHANOJHEHUE COCYIOB, OYaroBbIi
poauQepaTUBHBIN WK MONYIYHHBIA TTIOMEPYIOHEDPHUT C THHEHHBIMU OTIOKEHUSIMH TOMOT€HHBIX
PO30BBIX Macc 0Oa3aibHOW MeMOpaHbI, TUCTPO(US AMUTENHS KaHAJBIEB, B MPOCBETE HEKOTOPHIX
KaHaJIbLIEB TOMOT€HHBIE PO30BBIE MACCHI.

[Taronoroanatomuueckuit nuarno3: (M31.0). OcaoBHOe 3a60eBanue: cuaapoMm I 'yanacuepa
(CHCTeMHBI KaNMWUSIPUT C TMPEUMYIIECTBEHHBIM IMOPaKEHUEM allbBEOJI JIETKHX M 0a3albHBIX
MeMOpaH TJOMEpYJSIpPHOrO ammapara I04eK M0 THUILy TeMOpparudeckux IMHEBMOHUTA U
rIoMepynoHedpuTa).

Ocnoxuenns: OcTpasi Mo4YedHas HEJAOCTATOYHOCTh. Ypemus (MoueBHUHA 47 MMOJIB/I,
kpeatuHuH 10 1075 Mxmonw/n). Jlerouno — cepaedHast HeAOCTATOYHOCTb.

ConyrtcTBytome 3aboieBaHMs: apTepuaibHas TUNEPTEH3US C MPEUMYIIECTBEHHBIM
MOpaXEHUEM CEpALa.

OBCYXIEHUE
Cunznpom ['yamacuepa siBIsieTCS PEIKUM ayTOMMMYHHBIM 3a00JIeBaHUEM, OOYCIIOBICHHOE
antu — BMK AT, HecMoTps Ha SpKyl0 CHUMITOMAaTHKY, IuddepeHranipHas IuarHoCTUKA

npeacTaniseT 3HauuTenbHbie TpyaHocTu. B OPullT COKIIB nactosimee nadmonenue CI siBnsercs
MEPBBIM, TOATBEPKICHHBIM MOP(OIOTHUECKH U UMMYHOJIOTHYECKH, TUATHO30M.

B nacrosmee Bpems BMecto Cunapoma ['yanacyepa peKOMEH0BaHO UCIIOJIB30BaTh TEPMUH
«0071e3Hb, 00YCITOBIICHHAS aHTUTEIAMH K 0a3aabHON MeMOpaHe kiyoouka (aHTH — BMK Gose3Hb)»,
KOTOPBIM 3aperiucTpHpOBaH B OHJIAWH — BEPCHHM PETUCTPa HACIEACTBEHHBIX OOJIe3HEH denoBeka
(Online Mendelian Inheritance in Man, OMIM) mox Homepom 233450 m B MexayHapoaHOM
peructpe opdanneix 3aboneBanmii mox Homepom ORPHA375. Opnako naeiictByromas
MexnaynapoaHas kmaccudukamnus 6onesneit 10 — ro nepecmorpa (MKbB — 10), koTopas siBiaseTcst B
HACTOSI[EE BPEMSI OCHOBHBIM JIOKYMEHTOM JUJIsl IOCTAHOBKH KJIMHUYECKOT'O INAarH03a, TEPMUH «aHTU
— BMK 6osne3ub» 0TCyTCTBYET, a KogoM M3 1.0 onpenenset «cunapom I'yamacuepay» [4,5].

[Ipuunnsel pa3sutust CI' 10 cux nop He ycTaHOBJIEHBL. BOJIBIIMHCTBO yUEHBIX OTMEYAIOT CBA3b
C HEKOTOPBIMHU ITyCKOBBIMU MeXaHU3MaMHt (KypeHue, HHGEKIHOHHbIE areHThI U T.1.). Hesamonro no
rOCIUTANIN3AMN Yy ONMCHIBAEMOM NalMeHTKU peructpupoBanuch seiaeHuss OPBU u HKBU, nHo
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yTBepkaarh, 4ro ae0roT CI' OBLI accoruupoBaH C OMNpEAeICHHOW BHUPYCHOW HWH(pEKIWeH, He
IIPEICTABISAETCS] BO3MOYKHBIM.

Knaccuueckass ximHuueckass kaptuHa CI' BKIIIOYAaeT COYETaHUE MOPAKEHMS JIETKUX C
OBICTpOnpOrpeccupyonum riuomepynonedpurom (60—80% 6obHBIX), 0gHAKO0 0K0JI0 40% G0IBHBIX
OTMEYaroTCsl TOJNbKO Ipu3Haku aHTH — BMK riomepynonegpuTa, y HEKOTOPBIX U3 HUX ITOYEYHAs
mucyHKIms mporpeccupyeT MenieHHo. Y 10% nanueHToB oTMedaeTcs H30JUPOBAHHOE TIOPaKEHHE
JIETKUX.

OcoOenHoctsimu  TeueHuss Cungpoma ['yamacuepa B NpEICTaBICHHOM KIMHUYECKOM
HaOJIIOICHNH SIBUIUCH:

1. BeicTponporpeccupyromuii  mIOMepylIoHEe(DPUT, OCTpas IO4YedyHas HEIO0CTaTOYHOCTb,
Tpedyrommas 3I1T;

2. Pa3Butue anpBeosnsipHoro kpooreuenust 1 OPJIC.

OcobenHoctsamMu BeneHust mnanueHTkun ¢ Cungpomom [yamacuepa B IpeICcTaBICHHOM
KJIIMHUYECKOM Ha0JII0/IEHUU SIBUIHCH:

1. T'ocniuranu3anus B iedeOHOE yUpexieHHe ¢ OTCYTCTBUEM B IITATe Bpaya — peBMAarosora;

2. OTcyTcTBUME TEXHMUYECKOM BO3MOKHOCTH IpOBeJeHUS I1a3Madepe3a B JeueOHOM
YUpEKACHNUH, KyJa Obljla TOCIUTAIN3UPOBaHA MAIUEHTKA;

3. Pe3ncTeHTHOCTH K MPOBOAMMOM MHTEHCUBHOM M UMMYHOCYIIPECCUBHOM TE€paIUU.

BbIBO/IbI

1. Ha ocHOBaHMM  BBIIEU3JIOKEHHBIX JAHHBIX ayTONCUM C  MOCIEAYIOUIUM
MHUKPOCKOIMMYECKUM HCCIIeI0BAHUEM I'MCTOJIOIMUECKUX MPEnapaToB OPraHoB U TKaHel 00JIbHOM ObLI
BBICTABJIEH CJIEAYIOLIUI NaTOJIOroaHaTOMUYECKUH JuarHo3: cuuapom ['yamacuepa (CUCTEMHBIN
KallWUIIPUT C TPEUMYILIECTBEHHBIM IOPAKEHUEM allbBEOJ JIETKUX M 0a3albHBIX MeMOpaH
TJIOMEPYJISIPHOTO almnapara Mmo4eK 1o TUITy TeMOpparuueckux MHEBMOHUTA U TJIoMepyIoHedpuTa).
Octpast moyeuHass HEIOCTaTOYHOCTb. Ypemus (MoueBuHa 47 MMOab/I, KpeatuHuH jpo 1075
MKMOJIb/11). JIerouHo — cepeunasl HeI0CTaTOYHOCTb.

2. CmepTh 0OJBHOIN HAcTymuiia B pe3yJbTaTe OCTPOW MOYEYHOH M JIETOYHO — CEeplEeYHOM
HEeJ0CTaTOYHOCTU. TakuM 00pa3oM, MPUBEIEHHBIN Cllydyail yKa3bIBaeT Ha CIOXKHOCTh JUATHOCTUKU
CI', TpeOytomero TmaTenbHOH auddepeHIuanuu ¢ psjgoM  Jpyrux  3aboJeBaHuH,
COTIPOBOX/IAIOIINXCS T€MOPPArHYeCKUM JIETOYHO — TOYEYHBIM CUHApOMOM. BoBpemsi HauaToe
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