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Peztome. Cundpom I'vonacuepa — 3mo pedkuil 6apuanm CUCeMHO20 8aCKYIUMd, 00YCI08IeHHO20 NOABLEHU-
em anmumen K 6a3anrbHol Membpane Kanuiisapoes kiayoouxos (BMK) u/unu anveeon, u nposgisiowutics ne-
20UHO-NOYEYHBIM CUHOPOMOM. B cmamve npedcmagien 00630p aumepamypvl o OaHHOU npodieme u coocm-
sennoe naobniodenue. Cryyail demoHcmpupyem 0cobeHHocmu meuenus cunopoma Iyonacuepa y monooou
JHCEHWUHBL C UZ0TUPOBAHHBIM NOPANCEHUEM NOYEK, NPOABUSUIUMCI CIOUKOU 2eMamypuetl, YMepeHHbiM Hep-
POMUYECKUM CUHOPOM U HEeOOTLUWUM CHUdICEHUeM ux @yHkyuu. Hanuyue monvko noueuHo2o nopaiceHus: Gul-
361640 COMHEHUsl 8 OuacHoze cunopoma [yonacuepa, HO UCTIONBL30BAHUE CEPONOSUYECKUX THECTHO8 U MOPPO-
JIO2UYECKUX UCCTEe008ANHULI NO3GONULO BbIAGUMb AHMUMENA K 0A3ATbHOU Membpane KayOouKko8 u eepuguyu-
posamv duacnos. IIpoeodumas umMMmyHOCynpeccueHas mepanus 2mOKOKOPMUKOUOAMU U YUTHOCTAMUKAMU
be3 npumenenus: niamagepesa Kynupogaia GOCNAIeHUe ¢ NOTHbIM 60CCIMAHOGIEHUEM (OYHKYULL NOUYex.
Omom cayuail nOOYEPKUBAEM B03MONCHOCIIL AMUNUYH020 medeHus: cunopoma 1yonacuepa, a makdice 8adic-
HOCHb UCTIONL30BAHUST UMMYHOLOSUYECKUX MEMOO08 U Heppobuoncuu 6 duacHocmure 3a601e6aHUsL.
Knrwouesvie cnosa: cunopom I'yonacuepa, anmu-I' BM-enomepyronegppum, anmumena k 6asanvroi memopare
KIYOOUKO8, ObICIPONPOSPeCcCUpyIoOwull 21oMepyioHedpum, Heppomuyeckuil CUHOPOM, UMMYHOCYNPECCUBHASL
mepanus, 2emamypusl.
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Summary. Goodpasture syndrome is a rare variant of a systemic vasculitis, arising from the appearance of
antibodies on the basement membrane of the glomerular capillaries (BMC) and/or alveoli, manifesting itself in
pulmonary-renal syndrome. The article provides a review of the literature on this topic as well as own
observation. The case demonstrates the features of Goodpasture syndrome progression in a young woman with
isolated kidney damage, expressed by persistent hematuria, moderate nephrotic syndrome and a decrease in the
kidney function. The presence of only renal lesions cast doubts on the initial Goodpasture syndrome diagnosis, but
using serological test and morphological studies revealed antibodies on the basement membrane glomeruli and
allowed for diagnosis verification. Immunosuppressive therapy glucocorticoids and cytostatics without
plasmapheresis stopped inflammation along with a complete restoration of kidney function.
Keywords: Goodpasture syndrome, anti-GBM-glomerulonephritis, antibodies on basement membrane, fast-
progressing glomerulonephritis, nephrotic syndrome, immunosuppressive therapy, hematuria.

Cunppom [I'ynnacuepa — 3a0oJyieBaHHE, COYETAIOLIEE TSKEIOE MOPAKEHUE JIETKHX
(reMopparuyeckuii  ajJbBeOJUT) U ObicTpomnporpeccupyomuit  riomepyiaonegpur (BIITH),
MOJIy4MBIlIEE HA3BaHKHE B UECTh aMEPUKAHCKOT0O naToJjiora JpHecta ['ynnacuepa, onucaBIIero ero B
1919 r. Bo Bpems snuaemun rpunmna. OHO OOYyCIOBIEHO HaJIMYUEM CHEIU(PUYECKHX aHTUTEN K
0a3ayibHON MeMOpaHe KanuuisipoB Ki1yooukoB (aHTH-BMK anTuTeN) M/MiK anbBeos1 U MPosIBIIAETCS
nerounbiMu  kpoBoTeueHussmu u BIII'H. Hedput, Bbi3Banubiii anturenamu k BMK, wmoxer
pa3BUBAThCS KaK B COUETAHUU C JIESTOYHBIMU KPOBOTEUEHUSIMH, TaK U n3onupoBaHHo [1, 2]. Cpenu
Bcex TumnoB riomepyinonedpuroB (I'H) nons antu-BMK-I'H cocraBmser 1-5%, a B cTpykType
npuurH sKcTpakanmuisipaoro I'H ¢ nonynynusamu — 10-20% [3].

3aboneBaemMocTh cuHApoMoM ['yamacuepa coctaBisieT 1 ciydait Ha 1 MITH. HaceIeHUS B IO,
YTO NOJYEPKUBAET PEIKOCTh 3TOoM marosoruu [3]. Hambonee yacto 3abojeBaHME BO3HHUKAET Yy
IIpe/ICTaBUTENEH €BPONENCKON packl, XOTS pacpoOCTPAHEHO NMOBCEMECTHO, U XapaKTepu3yercs Ou-
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MOJIAJIbHBIM BO3PACTHBIM PacIpeseIeHUeM ¢ IEepPBhIM MUKOM B Bo3pacte 20-30 sier, npeumyniect-
BEHHO y MY)KUHH, U BTOPBIM ITUKOM — B Bo3pacte crapiue 50-60 et (MyX4YHHbI U KEHIIUHBI 0oJie-
10T ¢ OJIMHAKOBOM yactoToid) [1, 3]. be3 skcTpeHHOTO JIeueHnst OH OBICTPO MPOTPECCUPYET 10 TEP-
MUHaJIbHOW CTaJMHM MOYEHYHOM HEAOCTATOYHOCTU U JICTAIBHOIO MCX0Jla MPUMEPHO Y IMOJOBHUHBI
00nbHBIX. PaHHEe BbIABIEHUE U KOMOMHHPOBAHHOE JIEUEHUE C MOMOILBIO M1a3Madepe3a U UMMY-
HOCYIIPECCUU JJISl yJAJIeHUs NAaTOTE€HHBIX ayTOAHTUTEN 3HAYUTENBHO YJIYYIIAIOT MCXOJ U BBIKU-
BA€MOCTh B TCUCHHE MMOCIICTHIX HECKOJIBKUX JIeCATUIICTUH [4].

Otuonorust cunapoma ['yamacuepa HeWs3BeCcTHa. Y CTaHOBJIEHA OIpe/EIeHHasl CBSI3b C BH-
pycHOl uHbekuuen (BupycoM rpumnmna A2c), TpUrrepamu B pa3BUTHU 3a00JIEBaHUS MOTYT OBIThH
OCH3MH, OpraHu4YecKhe PacTBOPUTEINIH, YIIIEBOJOPO/Ibl, HEKOTOphIE JeKapcTBeHHbIE cpeacTBa (/-
MEHUIMWJIAMUH, a3aTHONPUH), KypeHue Tabaka U KokarnHa. Jlerounble KpOBOTEUEHHS Pa3BUBAIOTCS
B OCHOBHOM Yy KypWJIbIIMKOB [5]. B mocnennue 10 jeT mosIBUIMCH ONMKMCAHUS PA3BUTHSI CHHAPOMA
['ynnacyepa mociie yapHO-BOJHOBOM JTUTOTPUIICHU B 0OCTpYKIIMU MoueTtouyHuka [6]. [Ipeamona-
ratot, 4yto aHTu-bMK aHTHTENna MOTYT IpUHMMATh y4acTHE B MOBPEXKICHUH AJIbBEOJ, CBOMCTBEH-
HOM ITHEBMOLIMCTHOM NMHEBMOHMH, U OoOHapyxuBatorcs y BUY-undunupoBanHbix O0JbHBIX [5].
Cungpom ['yamacuepa MoxeT ObITh NapaHEOIIACTHUYECKUM (OMHUCAHbl CIyd4al €ro JUarHOCTUKH
IIpU aJCHOKapLUHOME JIETKOr0, TMFAaHTCKOW KaBepHO3HOW remanruome) [5]. Taxxke ycraHoBieHa
CBs3b ¢ reHeTHueckuMu (akropamu: anturenamu HLA kimacca DR (HLA-DR15 u HLA-DR4). [1]

3a mocienHue MoJIBEKa uccieqoBaHuii cunapoM ['yamacuepa cran MOJENbIO JUIsl U3YyYEHUS
MEXaHHU3MOB, JISKAIUX B OCHOBE ayTOMMMYHUTETa. B maroreHese Kit0ueByO pojib UTParOT aHTU-
BMK-anturena (IgG-ayroanturena). MUIIEHbIO 3TUX aHTUTEIN CIIY)KUT HEKOJUIAr€HOBBIN TOMEH 3-
eil nenu xosarena [V tuna BMK (anturen ['yamacuepa, NC1 31V) [2, 7]. DTOT aHTUT€H Takxe
oOHapyXMBaeTCs B Ipyrux O0a3albHbIX MEMOpaHax — KaMJUIIPOB CETUYATKH, YIUTKH, XOPHOUIAlIb-
HOTO CILIETEeHHUs ToJioBHOTO Mo3ra [1]. CeszeiBanue anTu-bMK co cBOMMEM MUIIEHSIMU Ha TJIOME-
PYJSPHBIX MeMOpaHax CONPOBOXAAETCS aKTHBALMEHd KOMIUIEMEHTa ¢ MHQMIbTpalued kiyOouka
BOCIAJIUTEIbHBIMU KJIETKAaMU M BBI3BIBAET BbIpaKEHHOE TKaHeBoe moBpexjeHue [1]. Aurtu-bMK-
aHTHUTEJa UTPAIOT BAXHYIO poJib B narodusnosoruu 3adbonesanus. [lo qanupim Ossman R. u coas-
TOPOB, UMeroluecs noaknaccel aHTu-bMK-anturen Biusitor Ha 0coOOEHHOCTH 3a00JI€BaHUs U TH-
KECTb €ro TeueHus. Tak mpu TUMMYHOM HEKPOTH3UPYIOIIEM INIOMepYlIoHe(hpUTe BBISBISIUCH ITpe-
umytectBeHHO [gG1 mm 1gG3. ABTopamu ObLIO OMMCAHO ATUIIMYHOE TeUEHUE 3a00JICBaHUS C YIU-
BUTEIIBHO MSTKUM BOBJIEUEHHEM IOYEK (C YHUKAJIbHOW KapTHHOM TSDKENOM MOYeUyHOW HEeN0CTaTou-
HOCTU U C1a0OBBIPAKEHHBIMU KIIMHUYECKUMU MPOSBICHUSIMH) Y TAIIMEHTOB ¢ OMONCUIHHO JOKa3aH-
HbIMU JuHeHHbIMU aHTUTenamMu BMK IgG4. AxtuBanus kommiementa antu-bMK-anturenamu mo-
XKeT crocoOCTBOBaTh OoJiee TSHKEIOMY TEUEHHIo 3abosieBaHus. Takum 00pa3oMm, MOJIKIACCHl aHTU-
BMK-anturen onpeaensoT KIMHUYECKHE, OMOIoTHYECKrEe U MOP(OJIOTHIECKHE 0COOEHHOCTH, KO-
TOpbIE, B CBOIO OYEPE/lb, UMEIOT 3HAUUMBbIE IIPOTHOCTUYECKUE MOCIEICTBUSA. ABTOPHI MPEIIOJI0KHU-
71, 9To moAkiaccsl IgG MomKHBI CHCTEMaTUYeCKH OIeHUBaThCs y manueHToB ¢ antu-bMK-T'H [8].

MHorouMciIeHHbIE HCCIEIOBAHUS IOKA3add, YTO TSKECTh TEUEHHUs 3a00JIeBaHUS TaKkKe
KOppenmpyeT ¢ ypoBHeM Iupkyiupytonux antu-bMK antuten [5]. Huszkue ypoBHU HUpPKYIIH-
PYIOLIUMX ayTOAHTUTEN OOBIYHO HAOIIOJAIOTCS B PEIKUX ciydasx cuHiapoma ['yamacyepa ¢ HOp-
MaibHOU QyHKIMEH nodek. CylmecTBYIOT TaKKe U30JIMPOBaHHbIE CO00IIeHus 0 cuHapome ['ynmac-
yepa ¢ oTpULaTeabHbIMU aHTUTeNnaMu npotuB BMK cbIBOpoTKH, HO ¢ TMHEWHBIM oTiokeHueM [gG
Bnoias bBMK, nokazanueiM mmmyHO(Ioopectiennneit npu Hedpooduorncun [9], 9T0O MOXKET Tpel-
CTaBJISITh COOOM paHHIOIO cTajauio cuHapoma ['yamacuepa, jeyeHrne KOTOporo 0ObIYHO IPUBOJUT K
HOpMaiu3aluuu GyHKIHUU [ToYeK [4].

Cungpom [N'yamacuepa moxeT MaHUGECTUPOBATh HECHELMPUUECKUMHU CUMIITOMaMH, TaKH-
MH, Kak oOmas ciabocTh, HEJAOMOTaHUE, JTUXOPaJKa, apTpajrui, MUAJITHU, OTEPS Macchl Tea,
aHEMUS, YTO MOXKET 3aTpyaHATh ero nuarHocTtuky [10, 11]. Ho Kk OCHOBHBIM KIMHUYECKHUM IPOSIB-
JIeHUsM 3a00JI€BaHMsI OTHOCST HAPACTAIOIIYIO0 TOYEUHYIO0 HeaocTaroyHOCTh Beiencteue BIITH u
neroyHble KpoBoTedeHus [1]. OObIYHO MopakeHHE JErKUX M mouek npu cuHapome ['yamacuepa
pa3BUBAETCsl OJIHOBPEMEHHO, HO aJIbBEOJIIPHOE KPOBOTEUEHUE MOXKET OBICTPO MPHUBECTH K CMEPTH.
[lepBble npU3HAKU JIETOYHOTO KPOBOTEUEHHUS — Kalllellb U KPOBOXapKaHbE, KOTOPOE MOKET OBbITh
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MaccuBHbIM [5]. M30nnpoBanHOE BOBIIeUeHHE MOYEK MpHU cuHApoMme ['yamacyepa siBisieTcs peIKum
KJIIMHWUYECKHUM SIBIICHHEM M 4aIie HaboaeTcs y maiuenToB crapie 50 ner [3, 7].

Boigensitor Tpu BapuaHTa KIMHMYECKOTO TeueHus cuHapoma ['yamacuepa: 310KayecTBEH-
HbIA, YMEPEHHBIM U MEUIEHHBIN. {15 3]I0Ka4eCTBEHHOTO TEUECHHS XapAKTEPHbI PELUIUBUPYIOLIAS
reMopparuyeckasl IHEBMOHUS U CTPEMUTENBHO MPOrPECCUPYIOUIUI TIIoMepylnoHeppUT (OH 4acTo
NeO0TUPYET JIETOYHBIM KPOBOTEUEHHWEM U OCTPOM MOYEHYHOM HeAoCTaTOyHOCThIO). IIpu BTOpOM
THUIIE JIETOYHO-TIOYEUHbII CHHIPOM pa3BUBAaETCs MEIUICHHEE U BbIpakeH ymepeHHo. [Ipu Tperbem
BapuaHTe cuHjapoma ['yamacuepa nmpeoOiiagaroT sSBIEHUS TIIoMepyloHeppUTa U XPOHUYECKOH Mo-
YEYHOM HEIOCTATOUYHOCTH; JIETOYHBIC MPOSBICHUS pa3BUBatOTCs o31HO [ 12]. [lopakenue ierkux B
psze cilydaeB MpeauiecTBYeT 1e00Ty NPU3HAKOB MOPaKEHUS MMOYEK U MPOSABISAETCS Hapsy ¢ Kpo-
BOXApKaHbEM TAKXK€ OJBIIIKOM, KaluieM, 0OJIbl0 B TPYAHON KIIETKE U HEPENKO OCJIOXKHSIETCS cep-
JIeYHON acTMOM M oTekoM Jjerkux. [Ipu pentrenorpaduu jgerkux oOHApYKUBAIOTCSA XapaKTepHBIE
JIBYCTOPOHHUE PBIXJIble UHOUIBTPAThI, PACIPOCTPAHSIOINECS U3 IPUKOPHEBBIX OTAEIOB K IEpH-
dbepun, TPeUMyILECTBEHHO B HMKHHUX JIOJIAX WM MPUKOPHEBON M CPEIMHHOM JOKaIU3aluu, KOTO-
pble UMEIOT MPEXOAUIMM XapakTep U MOTYT KMcYe3aTh CIIOHTAHHO, B PEIKHUX CIydasX OHU MOTYT
CJIUBAThCS UM PA3BUBAIOTCS ¢ OAHOM CTOPOHBI. Hapsay ¢ 1erouHsIMu KpOBOTEUEHUSIMH BO3ZMOKHO
MOPaKEHHE JIETKUX 10 TUITY (UOpo3upyrolero aippeoaura 5, 12].

[Topaxkenue nouek npu cunapome ['yamacuepa nposBisercs nepudpepuueckiMu OTEKaMHu,
OJIUTYpUEH, reMaTypuel pa3InyHON cTeneHu BbhipaxkeHHOCTH (B 30% ciydaeB), yMEpEHHOH JIeiKo-
LUTYpHUEH, NpOTeUHYpUEH, LUINHApYpHUeil. Bo3MokHO pa3zBuTHe HEPPOTUUECKOTO CUHAPOMA, HO B
OOJIBITMHCTBE CIIy4aeB MPOTeUHYpHUsi octaercs ymepenHou [5]. BIII'H mposiBnsieTcs HEYKIIOHHBIM
HapacTaHUEM ChIBOPOTOYHOI'O YPOBHSI KPEaTHUHHHA; B TE€YEHHE HECKOJIbKMX CYTOK C MOMEHTa Jie-
OroTa 3a00j€BaHUS YPOBEHb a30T€MHUHU MOXKET MPUOIMU3UTHCS K TepMUHAIbHOMY [S5]. YpoBeHb
KpeaTHHHHA OTPaXaeT TSKECTh 3a00JIEBaHUS U MPU BBICOKUX 3HAYEHUSX SBJISETCS MPOTHOCTHYEC-
KM HeONaronpHusITHBIM NPU3HAKOM [4]. ApTepualibHOE JaBjieHHE Y OOJIbIINHCTBA OOJIBHBIX OCTaeT-
Csl HOPMAJIbHBIM UM YBEJIMUMBAETCS TOJIBKO MPU POPMUPOBAHUN TEPMHUHAILHOW MOYEUHON HEAOCTa-
touHocTH [12]. Yacto ormeuaercs yBenudenue COD. Penkoe nposiBnenue cuaapoma ['yanacyaepa —
JIBYCTOPOHHUN PETUHUT, HHOTJA COIPOBOKJAIOUIMICS 3HAUNUTEIbHBIM CHUXKEHHUEM OCTPOTHI 3pe-
Hus [13]. Onucano coveranne cunapoma ['yamacuepa ¢ yBeutom [5].

Huarnoctuka cuHjapoMa ['yamacuepa crpoutcs Ha OCOOEHHOCTSX KIMHUYECKON KapTHUHBI
3a00JieBaHMsl (COUYETAHUE JIETOYHBIX Te€MOpparuil ¢ ObICTPONPOrpPECCUPYIOLIUM TIIOMEpYIoHedpH-
TOM IPU OTCYTCTBHM IPU3HAKOB CUCTEMHOI'O BacKyauTa) U onpenesnenun antutesn k BMK B cbiBo-
pPOTKE KpOBH JIMOO B MoUYedHOU TKaHu [2, 7, 14, 15]. Ceponorudeckoe tectupoBanue Ha anHTu-bMK
aHTHUTEela PEKOMEHyeTCsl IPOBOAUTH BceM nanuentam, umeromum BITTH [16].

Mopdonoruueckoe noarsep:xaeHue cuaapoma ['yamnacyepa 0oCHOBBIBA€TCS Ha JaHHBIX OHO-
nicun nouek [17]. Ilpu rHUCTOIOTHYECKOM HMCCIEOBAaHUU B MOYKaxX OOHapyKuBaeTcs mpoiudepa-
TUBHO-MEMOPAHO3HBIN, MPOJU(PEPATUBHBIN WM HEKPOTHUIUPYIOMIMI TIOMEpyIoHEDPUT, CKIECpPO3
KI1yOoukoB U (puOpo3 noueyHoi napeHxumsel. [Ipy UMMYHO(IIFOOPECIIEHTHOM HCCIEA0BAHUN OHO-
1TaTa MOYEYHON TKaHU Ha Oa3alibHbIX MeMOpaHax KIYOOUYKOB BBISBISIOTCS JIMHEHHBIE NEHO3UTHI,
BKJTIOYAIOIME UMMYHOTJIOOynuHbI kiacca G unu M u C3-dpaknuto komrementa [12]. Ilo man-
HBIM HEKOTOPBIX HCCIIEI0BaTeNIell OTMEUYAETCsl HEJOCTATOUYHAs YyBCTBUTEIBLHOCTD CEPOJIOrHYECKO-
ro tectupoBanus TUTPoB aHTU-BMK anTuten [9, 17], B cBsA3M ¢ 4eM HapacTaeT BaKHOCTh MOpJo-
JIOTUYECKOTO MOATBEPXKACHUS AuarHo3a npu Heppooduorcuu. Ceponoruueckoe TeCTUPOBaHUE HE
JOJKHO OBITh €JMHCTBEHHBIM METOJOM JTMAarHOCTUKH TP HATMYUW OHOTICHH TTOYKH [16].

BcenoMorarenbHoe 3HaueHHE B IMAarHOCTUKE 3a00JieBaHUSl UMEIOT Pe3yiIbTaTbl HHCTPYMEH-
TanbHON quarHocTuku: crmpomerpur, ¥Y3U nouek, DK, OxoKI" [12]. Cunapom ['yanacuepa y ne-
Tell U B3pOCIbIX HEOOXOAUMO auddepeHupoBaTh ¢ MUKPOCKOIIUYECKUM MOJIMAHTUUTOM, TpaHy-
nemaTo3oM ¢ nosmanruutom (Berenepa), mypnypoii lllenneiina-I'enoxa, cuctreMHOM KpacHOU BOJI-
yankoil [5]. Mckimtouaroress pak Jerkux, Tyoepkyiie3, OpOHX03KTa3bl, UAMONATHYECKUI reMocuie-
PO3 JIETKUX, Y3E€JIKOBBIA MOJUAPTEPUUT, KpuoriaoOyauHemus [12].
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VY 1/3 nauuentoB ¢ cunapomoM ['yanacuepa oOHapyKUBalOTCS AHTUHEUTPOPHUIIbHBIE IIUTO-
wazmatudeckue antutena (AHLIA) (unorpa antu-bMK anTutena nosistorcs nosanee AHIIA),
[P 3TOM TSDKECTh MOPAXKEHUSI JIETKUX U MOYEK, KaK IpaBuiio, HapacTaer [18].

OtkpsiTue antu-bMK anturen npu cunapome ['yamacuepa M MX NAaTOTEHHOCTD SIBIISIFOTCS
OCHOBAaHUEM JUIsl UCIIOJIb30BAHMSI B JIEUEHUH I1I1a3Madepe3a U UMMYHOCYIIPECCUBHBIX CPEJICTB, B
4aCTHOCTH IuKIodochaMuia U TIIIOKOKOPTUKOUIOB [3, 4, 5, 7, 18]. Dta Tepanus sBIAETCS CTaH-
JapToM JiedeHHs! 00JIbHBIX ¢ cuHApoMoM ['yamacuepa u okas3biBaeT OJaronpusTHbIN 3 dexT naxe
Ha MaIMeHTOB, UMEIOIINX MPU3HAKU IUIOXOTO MpOorHo3a 3aboneBanus [2, 18]. [lnasmadepes mpu-
MEHSIOT U npu couetannu aHTu-bMK antuten ¢ AHIIA. HakorieH Takxke ONbIT MPUMEHEHHS Ce-
JIEKTUBHON MMMyHoabcopOuuu. Bo Bcex ciayyasx yCHEIIHOro NMPUMEHEHHs €€ COYeTaau C aKTUB-
HOM UMMYyHOcynpeccuBHOU Tepanued [5]. [lukmodochamun ocodeHHo 3PdeKTHBEH MPH YIrpo-
MKAIOIINX JKU3HU JIETOYHBIX KPOBOTEUEHUSX; MOPAKEHUE MOYeK MpHu cuHapome ['ynnacuyepa Hepen-
KO XYK€ IMOJaeTcsl UMMYHOAeTpeccuBHOM Tepanuu [5]. [losTomMy Benercs MOMCK ApYrux Ipena-
paToB, B YaCTHOCTH, OIIMCHIBAETCS OIBIT IPUMEHEHUsI puTykcumaba [4, 19].

Pexomenayercs 4acTo npoBOUTE KOHTPOJb YpoBHS aHTH-BMK anTuTEN 10 MX MCYE3HOBE-
HUS, a 3aTeM KaKJple 6 Mecs1eB Ui MOATBEPKACHUS CTOMKOW peMUCCUU MPU OTCYTCTBUH KJIMHU-
YECKUX MPU3HAKOB peruanBa [2].

biaromaps 6osiee panHel quarHocTuke cuHApoMa ['ynmacyepa ¢ MOMOIIBIO MCCIICTOBAHUS
antu-bMK antuTen, 3a mocneaHue NEeCATUNICTUS YIYUIIUIICS UCXO ATOTO TSDKEJIOTO 3a00JIeBaHUsI.
Ho necmoTps Ha 3T0, ObICTpOE €ro MPOrpecCUpPOBAHUE MO-MPEKHEMY MPUBOIUT K TEPMUHAIBLHOM
MOYEYHOU HEJIOCTATOYHOCTH U MPOBEJACHUE Auaim3a Tpedyercs mpumepHo 55% nanuenTtam [18].

Bo3moxHbIe hakTopbl pricka HEOIArOMPUSITHBIX HCXO0B BKIIFOYAIN B c€051 OJIMTOAHYPHUIO B
nebroTe 3a00J1€BaHUs, BHICOKUM YPOBEHb CHIBOPOTOUHOTO KpeaTuHUHA (Oosiee 600 MKMOJIB/T), Ha-
Iu4ue noiyinyHuil 6oaee ueM B 50% mnodeyHbIX KIyOOUKOB Mpu HEYPOOHOIICHH, A TAKXKE Pa3BUTHE
MIOYEYHOI0 MOPaXKEHUs 10 JierouHoro mnpouecca [2, 4, 5, 20]. BeipaxkenHoe yxyniieHue QyHKIUU
[IOYEK B MOMEHT YCTAHOBJIEHMsI JUArHo3a CBUIETEIbCTBYET O OOJBIION BEpOSTHOCTU HEOOpaTH-
MOCTH TIOYEYHOU HETOCTATOUYHOCTH [2, 5, 16].

Kaxnpiit cnydaii cunapoma ['yanacuepa npencrapisieT 00/1bI1I0I HHTEPEC B CBSA3U C PENIKOC-
TBIO ATOU MTATOJIOT U H.

[IpencraBisieM KIMHUYECKOE HaOIIO/IEHUE, AEMOHCTPUPYIOLEEe aTUIUYHOE TEYEHHE CHH-
npoma ['ynnacdepa ¢ M30JIMPOBaHHBIM MOPaKEHUEM TIOYEK.

Kiannnueckoe Haomoaenue. bompnas /I, 25 ner, moctynmuia B OTAelieHHE HEPPOIOTHH
Kpaesoit knuanyeckoit 6ompHUIB T. Yura 20.02.2018 . ¢ *)anobamu Ha cyOheOpHIIbHYIO IUXOPaI-
Ky, 0OILIyt0 c1ab0CTh, U3MEHEHHSI B aHalIu3ax MouyH. M3BeCTHO, UTO B TEUEHHE TpEX JIET MAalUEHTKa
paboTana COTPYAHMKOM a’poIopTa, MPOXOAusa €KEroJHO MEIUIMHCKUE OCMOTpPbI, OTKIOHEHUH B
aHajM3ax KpoBU M MOYM He ObL10. 3a00J€BaHU OPraHOB MOYEBBIICIUTENILHOW CUCTEMBI Y Ce0s U y
POJICTBEHHUKOB He oTMeyvana. TyOepKyiie3, BUpYCHbIN renaTuT He epeHoCHIIa.

N3 anamue3a BBISICHEHO, YTO B KOHIE CeHTOps 2017 T. mosBriInCh cyOdeOpuiibHas JTNXO-
paaka U ciaboCThb, KOTOPBHIE PACLIEHUBAJIUCH KaK IPOSIBIECHUS OCTPON pecHUpaTOpHOl BUPYCHOM
MH()EKINH, OJJTHAKO KaTapajibHbI€ SIBJICHHSI CO CTOPOHBI OPraHOB JbIXaHUsS OTCyTcTBOBasd. [lanu-
€HTKa NpUHHUMaJa MPOTUBOBUPYCHBIE Npenaparbl. D¢¢ekra oT JeueHUs He ObUIo: TemmIeparypa
noBbicuiack 10 ¢pedbpunbHbix 1udp (38-39°C), yeuwmmnack cnabocets. 09.10.2017 r. ona 6su1a TOC-
MUTAJIU3UPOBAHA B YPOJOTUYECKOE OTAEICHHE C IMOJ03PEHHEM Ha OCTPYI0 MH(EKIuio noudek. B
06IIIeM aHanm3e KPOBH BBIBICHBI HEHTPOMMIBHBI IeiikonuTo3 10 17x10°/1 6e3 capura GopMyIisl
u noBeimieane COD no 33 mm/yac. B Moue mpHCYTCTBOBAIM IPUTPOIUTHI - 6-8 B T0JIe 3pEHUS.
[Iporennypusi, TeHKOUUTYpUs U OakTepuypusi OTCYTCTBOBaiIM. HekoTopoe cCHUXKEHHE yAEIbHOTO
Beca Mouu (1015) o6bsicHsIOCH ynoTpeOaeHreM 0OJIBIIOr0 KOJIMYECTBA KUAKOCTU Ha (POHE JIMXO-
paaku. buoxumuueckue mokasareian KpoBH (TJIIOK03a, KPEaTUHUH, TPaHCAMUHA3bl) U UHCTPYMEH-
tanpHble uccienoBanus (Y3U modek, 3xckpeTropHast yporpadus, peHTreHorpadus JerkKux) OTKIIO-
HeHul He BbIsBUIM. COCTOSIHUE PACLIEHEHO KaK OCTPbI HEOOCTPYKTUBHBIN MUETOHEDPUT U IPOBeE-
JeHa 2-X HeJelbHas aHTuOakTepuanbHas Tepanus. [lociaemyromuye MecsIpl COXpaHsuIuch cyodeo-
pUIIMTET U yMepeHHas oOmiast cinadocth. B koHue nexkadpst 2017 r. npucoeMHUINCH IEPUOIUYEC-
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KHE HEMHTEHCUBHBIC O0JIM B KUBOTE pa3auToro xapakrepa. [Ipu amOymaropHom oOcienoBaHuu 00-
Hapy)XeHa HeOOJbIIasi IPOTEUHYPHsI, COXpaHsUIaCh MUKpOTreMaTypHsi, U HalleHTKa Obljla rocruTa-
nuszupoBana 09.01.2018 r. B otaenenue Hedposorun KpaeBoii kamHUYECKON OONBHUIGI T. Yura.
IIpu ocmoTpe: CocTosIHAE YIOBIETBOPHTENBHOE, Bec 53 kr, pocT 165 cm. UMT 19,5 kr/m”. Temire-
patypa 37,2°C. Koxa 0ObIYHON OKpPAaCKH W BIQKHOCTH, JIUM(PATHICCKUE y3JIbl HE YBEJIMYEHBI. [[bI-
XaHue Be3uKyisipHoe, 14 B Munyty. Tonsl cepaua purtMuunbie, YHCC 75 B mun. Al 120 u 75 mm pr.
cT. XXuBoT Markuii, 6€3007€3HCHHBIN, TI€YEHb, CEIe3eHKa HE yBeNH4YeHbl. [louku He mamprupoBa-
muchk. CHUMIITOM «IIOKOJaUMBaHUSA» MO KOCTO-BEpTEOpalbHBIM yriaMm OoTpuLaTeNbHbIN. J(uype3 He
HapymieH. Ctyn exxeqHeBHbIN, opopmieHHblil. [IpoBeneno nabopatopHoe oOcnenoBanue. O/a kpo-
Bi: Hb 118 /1, ap. 4,7x10"%/n, neiikomutsr 6,2x10°/m, hopmyna 6e3 M3MEHEHHH, TPOMOOITHI
281x10°/n, COD 25 mm/uac. O/a mouwu: ya. Bec 1020, 6 — 1,3-4,7 /7, >puTPOIMTHI CILIONIH B
11/3peHus, TeUKOUUTHI 4-5, HMINHAPBI rTHanHOBbIe 1-2 B 11/3peHus. CyrouHas noreps Oenika cocra-
Bwia 3,6 r. Juype3 1700 mun. buoxumudeckue uccieqoBanus KpOBU: MOYeBUHA 5,1 MMOJIB/JI, Kpea-
tuarH 91,51 mxmons/n (CK® 76 mn/mun), rimrokosa 4,5 mmons/n, AJIT 13 en/n, ACT 20 en/n, 6u-
nupyoun 3,8 MMoib/1, oOuuit 6enok 53 r/n, ansbymun 47,81% (25,3 r/n), rmobynunst: ansdal -
4,05%, anpda2 — 14,31%, Gera - 13,52%, ramma - 20,32%, A/G 0,92. JIunuaHbIA CIEKTP KPOBH:
obmuii xonecreput 4,63 mmons/n, JITTHIT 2,98 mmons/a, JITIBIT 1,65 mmons/n, UA 1,8.

AT x matuBHout JIHK IgG 4,51 en/mn (mopma < 20), antunykneapusii dakrop < 1:160,
AHIIA IgG, nanens MDA, anturena k ®JI He oOHapykeHbI, KOMIOHEHTbI KOMIUIEMEHTA HE U3Me-
HeHbl. LE KIeTKH He BBISBIICHBI.

VYnbpTpa3BykoBo€ HccCieOBaHUE MOYeK: pa3Mepsl npaBoi 102x42 MM, nmapenxuma 18 mwm;
neBoi 112x45 mm, napeaxuma 15 mm. YameuHo-10XxaHOUHasE CHCTEMa HE paclIMpeHa, KOHKPEMEH-
toB HeT. [Ipu LI/IK B 00eux nmoukax oTMeueHO yMEpEeHHOE 00eJHEHHE KPOBOTOKA, IIOBBILIEHHUE IXO-
T€HHOCTH MapeHXUMbl. B MO4YeBOM Iy3bIpe MaTOJOTUU HE 0OHApPYXKEHO. DKCKpeTopHas yporpadus
OTKJIOHEHHUI CO CTOPOHBI OYEK ¥ MOUYEBbIBOAALIMX ImyTei He BbisiBuia. [Ipu OI'JIC nuarnoctupo-
BaH OynbOuUT, sKcmpecc-TecT Ha HP oTpumarensHerii.

Coxpansroruecs: cyodeOpuiibHas TUXopaaka, ci1aboCTh U CTOMKas BRIpAKCHHAs TeMaTypHs
TpeOoBaIM UCKIIOUEHUS UH(EKINH, B IEPBYIO odepeab nouek. [loceB Moun Ha Mukpodiopy pocra
MUKpo(II0psl HE ycTaHOBWIIL. JlanbHeiiee o0ciaenoBanue y GTU3N0YpOJIOTa NO3BOJIMIIO UCKIIOUUTh
crenupuUecKuii Mpouecc MOYEBBIIEIUTENbHON cucTeMbl. [IpoBeaeHHOE sx0Kapanorpapuyeckoe
o0cieoBaHue UCKIIOYMIO MHPEKIMOHHBIN HIOKApIUT, ObUI TUArHOCTUPOBAH CHUHAPOM AMCILIA-
3UM COEJMHUTENBbHON TKaHU: MPOJAaNCc MUTPAIbHOTO KiamaHa | cT. u momepeyHble XOp/bl JIEBOTO
xKenmynouka. MynpTUCHIUpaibHas KOMIbIOTEpHas ToMorpadusi HE BBISIBHJIA U3MEHEHUN OpPraHOB
IPYAHOM KJIETKU KaK MPUYMHBI JUTUTEILHOMN JTUXOPAIKH.

Hanuuue HedpoTHueckoro cuHiapoMa, remMaTypuu TpeOoBaiu MHpoBeACHUS AUPPepeHLu-
QJIbHOM JMAarHOCTUKH MEXIy rioMepynoHedputamu. PesynabTarsl o0OciaenoBaHus MO3BOIMIN HC-
KIIIOYUTh BTOPUYHBIE TIIOMEPYIOHEDPUTHI IPU CUCTEMHBIX 3a00JI€BaHUSAX COEIMHUTEIILHON TKaHU
(cucteMHas KpacHasi BOJIYaHKa, aHTU(POCHOIUITUIHBIA CUHAPOM), CUCTEMHBIX BackynuTax (AHIIA-
ACCOIIMMPOBAHHBINA TIIOMEPYJIOHE(DPHUT), a TaKKe TIOMEPYIOHEPPUTAX, CBAZAHHBIX ¢ HHOEKIUAMHI
(Mapkepsl BUpYCHBIX TenaTutoB, BUU-undexknmnn He 00HaApyKEHBI).

VY 10BIETBOPUTEIBHOE COCTOSIHME MAlMEHTKU HA MPOTSHKEHUM 6 MecseB, OTCYTCTBHUE Jie-
TOYHOTO MpoIlecca, a TaKKe PEAKOCTb MAaTOJOIMU HE YKIAJIbIBAINCh B KIMHUKY KIACCHYECKOIO
CUCTEMHOI'O BAaCKYJIUTa, aCCOLMHUPOBAHHOIO C aHTUTEIaMU K Oa3aibHOW MeMOpaHe KIyOO4YKOB
(cunnpoMm ['ynnacuepa). B cBsi3u ¢ ueM ceposiornyeckoe UCClIeJOBaHUE C LEIbI0 BBISBJICHUS aHTH-
ten kK BMK He 610 ipoBeeHo. IlanuenTke BICTaBICH qUAarHo3 XpOHUUECKOro Au¢Gy3HOTO TJI0-
MepyiaoHedpuTa ¢ KIMHUKON HEePpPOTHUECKOTO CHHIpoMa, remaTypuu u cHmwkeHnem pCKD mo
dopmyne CKD EPI o 76 ma/mun/1,73 m>. Jlns yrounenust MOphOIOrHIeCKOT0 BAPHAHTA TITOME-
pynonedputa TpedoBanoch nposeaeHue Hedppooduoncuu. [lepsas nmoneiTka OGMONCHN OYKU OKa3a-
nace HeymauHou. buonrar Obut momyden 01.03.2018 r., uzyden cnemmanuctamu OOO «Hamwmo-
HaJIbHOTO IIEHTpa KIMHUYecKoW mopdosiornyeckoil nuarHoctuku» Cankr-IlerepOypra. B mate-
pualie IpeaCTaBIeHbl KOPKOBBIN U Mo3roBo# ciou. IlomyueHo 40 ki1y60UKOB, U3 KOTOPBIX MOJHO-
cTeio ckiepo3upoBanbl 20 (50%). KinyOouku 3HAUMTENHHO YBEIMYEHBI, C OJHOKOHTYPHOM KaIuj-
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JSpHOM CTeHKOH, MU (y3HbIM HE3HAUUTEIbHBIM PACIIMPEHUEM ME3aHTHyMa U (POKAJIbHBIM Cer-
MEHTapHbIM (PUOPUHOUIHBIM HEKPO30M KaNMWUISIpHOH cTeHKHU Ki1yOooukoB. B 7 (18%) kimyboukax —
cermeHTapusie (5) u pudposusie (2) nmomynynusa. B 6 (15%) kiyboukax — cerMEHTapHBIN MMOCTHEK-
POTHYECKUI CKIIEpO3 ¢ (OPMUPOBAHUEM I'PYOBIX CpaIlleHHH C Karlcyaoi ki1yoouka. B uaTepCcTHINY -
nu(p¢y3HOE BBIPAKEHHOE TYOyJ0-UHTEPCTULIMAILHOE BOCHAJIEHUE C YYaCTHEM IJIa3MaTHYECKHUX
KJIETOK, JIUM(DOIMTOB, HEUTPOPMIbHBIX JeHKkouuToB. JuddysHoe octpoe noBpexaeHUE MUTENUS
KAHAJIBLIEB C YTPAaTOW IIETOYHOW KalMbl U JEeTeHepauuen KIETOK. B mpocBere KaHaJIbLIEB MHOTO-
YHCJIEHHBIE KPYIHbIE 3PUTPOLUTAPHBIE CIIA/DKUPOBAaHHBIE LUIMHIAPHL. Ju(dy3HO-0uaropas yme-
peHHas aTpodus KaHAIbIEB C YTOJIIEHHEM U CMOPIIMBAaHUEM TYOyJIsIpHOI Oa3anbHONW MeMOpaHbl,
yMepeHHbI nHTepcTulnaibHblii Guopo3 (30%). CTeHku apTepuos U apTepuil MEJIKOro Kaauopa
YMEPEHHO YTOJIIEHBI 3a CUET runepTpoduu MplmeyHoro cios. IMMyHoQu0OpeciieHTHOe ucclie-
noBanue ¢ ucnoib3zoBaHueM FITC-xkoHblorupoBaHHBIX aHTUTEN K yenoBedeckuM IgA, IgG, IgM,
Clq, C3, nerkum uensMm kappa u lambda BbisBIIIO U(GY3HYIO IMHEWHYIO BBIPAXKEHHYIO SKCITpEC-
cuto IgG 4+ Baoab rinomepynsipHoit 6a3anbHoil MeMOpansl (I'bM).

[Tony4yeHHBIE pe3yJIbTATHI IO3BOJIWIN IUAarHOCTUPOBATh aHTU-1 BM-aHTUTENBHBIN rII0Mepy-
JOHEQPUT C pa3BUTHEM HEPPOTUUECKOTO, HEPPUTHUUECKOTO CUHIAPOMOB M OCTPHIM IOYEUHBIM I10-
BpexkaeHueM. [locie yero npoBeeHO HCCiienoBaHMEe KOHUEHTpauu anturen K 'bM u BbIsiBIE€HO
ux nossimenue 10 120 ME/mi (pedepencuoe 3Hauenue < 20 en/mi).

Hauvara tepanus corimacHo PoccuiickuM KIMHHYECKHMM pEKOMEHJIalusM 1o Hedposoruwu,
2017 r.: metunnpenuu3oiod 0,5 T B/B eXeIHEBHO (TPHIKIIBI) C TIOCIETYIOIINM TIEPEBOJIOM Ha IEpo-
pasibHbIN npueM B 03¢ 36 mr/cyt. Ha yerBeptshiil nens mynbe-tepanuu (19.03.18) BBeneH uukio-
dbochamua (LIP) 0,5 r B/B kanenbHO. JIOMOTHUTENBHO TPUHUMAIIA JI03apTaH 25 MI/CyT U oMmerpa-
3011 20 mr/cyt. Ilynbc-tepanus L{® nmoBTopsinace kKaxapie 3 Helean. Y YUTHIBAsT YAOBICTBOPUTEIh-
HOE COCTOSIHME IallMEHTKH, OT CEaHCOB IuIa3Madepesa pemieHo BozaepxaThes. [locie BTOpOro
MyJbca UMMYHOCYIIPECCUBHON Tepanuu ucye3 cyoeOpminteT, yMeHblImIacy ciadbocts. [loTeps
Oenka ¢ Mo4oi cocraBmia 2,5 r/cyt, noeicriiack pCK® no 91 mn/mun, Hopmammsosanacs COD.
Ha ¢oHe nonoxutenbHON TUHAMHUKU COXpaHsUIach BbIpaK€HHasl remarypus. B kpoBu omnpenens-
JUCh B TIOBBIIEHHOM TUTpe aHTu-I bM-antutena (114,56 ME/mun). B nocnenyromue MecsIibl mpo-
nosxanoch BBegeHue L{® B/B 1 pa3 B MecsIl U IpUeM METUIIIPEIHU30JI0HA C MOCTENIEHHBIM CHU-
xeHueM ero a03bl. K 7 mecsiy neuenus BBeeHo 3,5 r uuknodocdamuaa, 103a METHIIPETHU3010-
Ha CHIDKEHa 10 8 mr/cyT. B mporiecce nedeHust 00J1bHOM HEOTHOKPATHO MPOBOAUIIOCH PEHTTEHOJIO-
rudeckoe o0ciie/joBaHle opraHoB rpyaHoil kierky, Bkiatoyas MCKT. Bosneuenus jgerkux B maro-
JIOTHYECKHI Tiporiecc He HaOmomanock. [lomydeHa KIMHUKO-IabopaTtopHasi pemuccus 3aboJieBa-
HUS: IPOTEUHYpPUsSI UCYE3a, B MOUYE ONPENEISUINCh 2-4 SpUTPOLIUTA, FeMATOJIOrHYECKHe MToKa3are-
i HopManu3oBaiick, pCK® mosbickmacs 10 108 mn/mun/1,73 M°. B CBIBOPOTKE KPOBH HCHUE3ITH
aHTHUTeNa K 0azaabHOM MeMOpaHe KI1yOOUYKOB. DTO MO3BOJIUIO OTMEHUTh LIUTOCTATUYECKYIO U TIIIO-
KOKOPTHKOUJIHYIO Tepanuto. Habnronenue 3a 00JIbHOM MpoI0JKaeTCsl.

3axirodyenne. [lpencraBneHHblil ciryyail JEMOHCTPUPYET aTUIIMYHOCTh TE€UYEHHSI CHCTEMHOIO
BaCKyJIuTa, accormupoBanHoro ¢ anturenamu kK BMK (cuanpoma I'yamacdepa), 94To BBIPa3Uiiock B OT-
HOCUTENBHO JOOPOKAaYeCTBEHHOM TEUEHUH 3a00JI€BaHMsI Y MOJIOJOM KEHIIUHBI C U30JIMPOBAaHHBIM IIO-
paxkeHueM nodek. [lopaxeHrne noyek NposBUIIOCH KIIMHUKOW CTOMKOW IeéMaTypHuH, IIPUCOECIUHEHNS B
MOCJEAYIOIEM HE(PPOTHUECKOTO CHHAPOMAa U OCTPOTO MOYEYHOIro MOBpEexIeHUs. Mopdoiaorudecku
BBISIBJICHBI M3MEHEHUs, TUIWYHbIEe Ui cuHapoMa ['yamacuepa. [Toueunslii mporecc corpoBoXKaaics
CHUHIPOMOM JUTUTENbHOTO cyodedpmuTera. J[mTensHas UIMMYHOCYIIPECCUBHAS Tepamnus MpHUBesa K
0J1aronoiyq4HOMY pa3pelIeHH0 3a001€BaHMsl C MOJIHBIM BOCCTAHOBJICHUEM (DYHKIIUU MTOYEK.
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