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Curnpom ['ynmacuepa (CI') — Tspkenoe ayTOMMMyHHOE 3a00JIeBaHue, UIS KOTOPOTO XapaKTepHO
TIPENMYTIIECTBEHHOE TTOpaXkKeHME MoYeK 1 JIerkux. CriermduaeckiM 1adopaTopHbEIM MapKepoM 3a00IIeBaHI
CUMTAIOTCSI aHTUTENA K Oa3aibHON MeMOpaHe kiryooukoB (aBMK). B cTathe mpuBoguTCst 0030p JTUTEPATyphI
TI0 TaHHO# po0rieMe, a Takke KinHudeckoe Habmoaenue CIT y mampenTa 17 set, y KoToporo 3a0oJieBaHue
COIPOBOXKIATOCH XapaKTEPHOW CHMIITOMATUKOMN, HU3KOH 3()()EKTUBHOCTHIO MIIOKOKOPTHKOCTEPOHIOB,
ncuesHoBenreM abMK u3 niepreprudeckoil KpoBH, MONOKUTEIBHBIM aHAIT30M Ha KPUOTIIOOYIIMHBI, YIIyd-
IIeHueM Ha (hOHE Tepanuy PUTYKCHMaOOM.

KiroueBsble cioBa: cunapoM I'yanacuepa, JIerouHO-MOYEYHbIH CHHAPOM, aHTUTENA K 0a3aabHOM
MeMOpaHe KITyOOUKOB, KPHOTTIOOYIHHEI, TETH.

Cunnpom I'yamacuepa (CI') — penxoe opraHocnenuguyeckoe ayTouMMyHHOE
3a0oJieBaHKe, XapaKTePU3YIOIIeecs HATMIMEM aHTUTEN K 0a3aabHOM MeMOpaHe Kiry0od-
koB nouek (abMK) 1 KIMHUYECKUMU TIPOSIBJICHUSIMU B BHJIE COYETaHUsI OBICTPO IPO-
rpeccupytoiero riaomepyioHedpura (BIII'H) ¢ nerounsiMu kpoBoTeueHusimu. Briepsbie
cUHJpoM ObL1 onucal B 1919 r. rapBapackum natosnorom 3. I'ynnacuepom, KOTOPBIH
HaOmoan y 18-yeTHero 1OHOIIM, IEPEHECIIEr0 TPUIII, TOSBJICHHE aHeMUH Ha (poHe pe-
[UIMBUAPYIOLIETO KPOBOXaPKAaHbs U JIBYCTOPOHHUX JIETOYHBIX MHPUIbTpaToB. [Tocie
CMepTH, HACTYMHBIIICH Yepe3 6 HeZelb OT Havyata 3a00JeBaHus, IPH MaTOI0r0aHATOMU-
YEeCKOM HCCIIeJOBaHUH OOHAPY KU AJIbBEOJISIPHYIO reMopparuio, 1udQy3Hblii HEKpo3
anpBeos1 U nposmdepatuBHbii Hedpur [1].

3aboneBaemocth CI' y B3pocibix cocraniser 0,5—1 Ha 1 miH B rof, y nereit 3a60-
JieBaHue HabOroaeTcs emie pexe [2].

Oo6nexrom it abMK sBnsiercst nomen NC1, npucyTcTByronmii B -3 ey KoJuia-
rera [V tuma. Tak kak gaHHas MOJEKyJa MMPEUMYIIECTBEHHO BCTPEUAETCs B TOYKAX
U JIETKUX, UMEHHO 3TH OpraHbl MOpakaroTcsl B nepBytro ouepens [3]. Habmomaercs 3na-
yuMmasi cBsA3b ¢ aHTureHamu cucrembl HLA — Gonee 80% nanueHToB UMEIOT ajljienu
DR15 unu DR4.

Jpyrumu pakTopamu, mpeapacioiaralonmMi K BO3SHUKHOBeHHIO CI, SBISIOTCS
KypeHHe, BO3/ICHCTBIE YITIEBOAOPOJIOB, a TAKXKE OCTPbIe peCIIUpaTOpHbIE HHPEKINU
(OPN), B wactHocTH rpumi. HecMoTpst Ha nMerolyecs JaHHbIE, 10 CUX MTOP HEU3BECT-
HO, YTO UMEHHO CITY)KHUT TPUITEPOM K 3aIlyCKy CHHTe3a aHTUTeN [4].
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s CI' xapakTepHO OMMOJalIbHOE BO3PACTHOE pacmpesesieHue 3a0071eBaeMOCTH
¢ nByMs nukamu B Bo3pacte 20—30 siet u B Bo3pacte 60—70 jer, npenuMyIecTBeH-
HO 00JICIOT MY»XK4YHMHBI. BeposTHO, onricanue camoro ManeHnbkoro (11 mec.) mamuenrta
¢ CI' mpunamexut S.A. Bigler ¢ xom. [5].

Kak npaBuio, nopaxenue nerkux u nodek npu CI' 1e0roTUpyrOT 0THOBPEMEHHO,
MIpUYEM aJIbBEOJIIPHOE KPOBOTEUEHHE MOXKET OBICTPO MPHUBOIUTH K cMepTH. Hapsimy
C MMPOHUKHOBEHUEM KPOBH B IPOCBET aJIbBEOJ BO3HUKAIOT KPOBOUBIHUSIHUS B JIETOYHBII
uHTepcTuinil. HayanpHble MpU3HAKKY JIETOYHOTO KPOBOTEUEHHSI — KallleJdb U KPOBO-
xapkanue. [Ipu aycKkynbTalluy JETKUX ONPEIENAeTCs KPeMUTAalKs, BIaKHbBIE XPHUIIbI.
OTMeyaroTcst MPU3HAKU JbIXaTeIbHOM HEJOCTAaTOYHOCTH (OBIIIKA, [IMAHO3, HAPYIIICHHS
co3nanus). st CI' xapakrepen BIIT'H, xoTopblii iposiBiisieTcss HapaCTaHUEM ChIBOPO-
TOYHOTO YPOBHS KpeaTWHHHA, reMarypuel, onurypueid, aHypueil. CaMbIM 4acTbIM He-
criengryeckum nposieiierneM CI cuurtarot xene301eUIMTHYI0 aHEMHIO B PE3yJIbTaTe
JIETOYHOT'0 KPOBOTEUEHHSI, XOTSI MHOI'Ia AHEMUIO PETUCTPUPYIOT PaHbIIE MOSIBICHUS
MIPU3HAKOB MOPAXKEHUS JITKUX U MovekK. Pa3BuTre HEOOBSICHUMOM aHeMHH y TAallIEHTOB
0e3 KpOBOXapKaHbs, HO C JIBYCTOPOHHEH MH(MUIBTPALUEH B JIETKHX TPeOyeT MCKITIO-
yenust CI'. Hepenko HaOmromaroT nUXOpaaKy, apTpaliruu, MUanrud. Bmecre ¢ tem,
10 CPAaBHEHUIO C CUCTEMHBIMH BAaCKYJUTaMH, JaHHbIE HeCHenU()PUIECKUe CHMIITOMBI
npu CI' BelpaxeHnbl MeHblie. Tunnuno yBenmmyenue COD [6]. A. Bayat ¢ kot (2012)
0000mmmm cBenerus o 23 nmaruenTtax miamaiie 18 mer ¢ CIT, mpeacTaBieHHbIC B MUPO-
Boif utepatype 3a 1981—2011 rr. (Tabm. 1).

Tabnanua 1

KnuHunueckune nposisneHus CrI:
CUMNTOMBI, BCTpeuaBLwmecs 6onee yem B 15% cnyyaes

Mpu3sHakn Yucno peteit, abe. (%)
ematypus n/mnm npoTenHypus 18 (78%)
AHemus 14 (61%)
Onurypusi/anypus 12 (52%)
KpoBoxapkaHbe 11 (48%)
TowHoTa 10 (43%)
Kawenb 8 (35%)
Jlnxopapka 6 (26%)
Opblwka 5 (22%)
OTEKN HUXHUX KOHEYHOCTEN 4 (17%)
CepAeyHble LyMbl 4 (17%)
Taxvkapams 4 (17%)

Huarno3 CI' noxareeprkaaercs oOHapyxenueM B kpoBu abMK. IIpu CI, nebroru-
POBaBILIEM B JIETCKOM Bo3pacTte, Hapsiny ¢ abMK, Haxonat u antuHeHTpodmiibHbIE 1H-
torutazmarudeckue antutena (AHLIA), seistomuecs mapkepamu AHIIA-accounnpo-
BaHHBIX CHCTEMHBIX BaCKyJUTOB — IpaHyjemaro3a ¢ nonuaHruuroMm (Berenepa),
MHUKPOCKOTIMYECKOT0 NoJIMaHrunTa, cuaapoma Yapmra-Crpocca. U3BectHo, UTo y 5—
14% 6onbubIX ¢ AHLIA onpenenstor abMK, a 'y 30—43% 6ospabix ¢ abMK BbIsIBIISITOT
AHIIA. BausHue qBOMHOM cepOnO3UTUBHOCTH Ha MPOTHO3 U T€YEHUE OO0JIE3HU OCTAeTCs
CHopHBIM BompocoM [4; 7]. OrcyTctBue y nanuenta ¢ JIIIC u Tex, u Apyrux aHTuTen
TpeOyer uckimtouenus npyrux npuuut JIIIC, npencraBnenHbix B Tadd. 2.
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Tabnnua 2
MpuuuHebl JINC:
yacToTa, KlMHn4Yeckas maHudecrauus, AuarHocTuyeckue TecTtbl [8]
OnarHos 3a6051eBaeMoCTb % cny4aeB % cny4yaeB OnarHocTtuye-
(Ha 1 mnH yen.) c IK clH CKUIA TecT
AHLIA-accouLmMpoBaHHble 20,4 8—36 >70 AHLA
BaCKynThI
Cunpgpom N'yanacuepa <1 60—80 >90 abMK
BonyaHO4YHbIV BackynuT 53 ()KEeHLUMHbI) 1—5,4 35 AHOD
7 (MY>X4MHbI) AHTU-AHK
Mypnypa LLeHnerHa-reHoxa 100 (netn) Heyacto 40—50 —
KpuornobynuHemunyeckuia 10 3,2 20—26 Kpurorno6ynuHsi
BacKynuT
PeBmaTtongHbIn Backynut 12,5 <1 25 AULLM
P®
MocTcTpenTokokkoBblii M'H 0,4—1,5 <1 100 ACN-0

lMpumeyarysi: INMC — nero4Ho-noveyHbli cuHgpom; JIK — nerovHoe kposoTteyeHue; M’H — rnomepynoHedpuT;
AHUA — aHTuHelTpodunbHbIe uuTonnasMmaTuieckne aHtntena; abBMK — aHTutena k 6a3anbHon MembpaHe Kny-
604koB; AH® — aHTUHYKNeapHbIn dakTop; aHTN-AHK — aHTutena k AHK; ALLLLM — aHTMTena K UMKIM4ecKoMy UmT-
pynnuposaHHoMy nentuay; P® — peematongHbiin paktop; ACJ1-O — aHTUCTPenTonnauH-0.

B 3701 cBsA31 HEOOXOAMMO OTMETUTB, YTO BOIIPEKU PACIIPOCTPAHEHHOMY MHEHHIO
0 ToM, 4To Jierouno-noyeunsiii curpom (JITIC) cunonumuuen CI, JITIC sBasiercst mo-
JIUATUOJIOTMYECKUM, €r0 MPUYUHOW MOXKET ObITh OOJIBIIOE YMCIIO 3a00JIEBaHUM C JTaH-
HbIM cUMITOMOKOMIUIEKCcOM. Kpome Toro, HenmmyHHbiMu nipuurHamu JITIC moryT
OBbITh OpPAKEHMsI Cep/lia, OCTpasi IOYeUHasi HeA0CTaTOYHOCTh C OTEKOM JIETKUX, Ha-
pylIeHus remoctasa, 6apotpasma, nHpekmu [7]. Cpenu 3aboneBanuii-npuund JIIIC
B [I€IMATPUU HanOOJblIee 3HaYEHNUE UMEIOT BaCKYJIUThI, aCCOLIMUPOBAHHbBIE C AHTU-
HelTpoUIbHBIMU THTOMIa3MaTHYeckuMu aHTuTenamu (AHIIA-accoruupoBaHHbie
BACKYJIMTHI), B YaCTHOCTHU I'paHyJieMaTo3 ¢ nonuanruutoM (Berenepa) [8]. B nerckom
Bozpacte CI' TpeOyet npoBeneHus auddepeHInalIbHOro 1MarHo3a ¢ reMoCHAEpO30M
JIETKHX.

Ha penTreHorpaMmax u KOMITBIOTEPHBIX TOMOTPaMMaXx BIABISIOTCS qu(dy3HbIC
OJTHOCTOPOHHHUE WM IBYCTOPOHHHUE 3aTE€MHEHUs B pe3yJIbTaTe JErOYHOr0 KPOBOM3IIHS-
HUSl, HaIOMHUHAOIME OTeK Jerkux. [1o Mepe ouuieHus aabBeOJIIpHbIE TEHU CMEHS-
I0TCS KAPTUHOM MHTEPCTULIMATIBHOTO MOPAXKEHHS] — HEPOBHBIMU JIMHEHHBIMU YILIIOT-
HEHUSIMU U YTOJIIICHHEM MEXKalIbBEOJSIPHBIX Nieperopo ok [9]. [TarorHoMOHUYHBIMU
pentrenorpadguuecknmu U KT-u3menenusmu nipu CIT SIBIISIFOTCSI OCTpBIE y3€ITKOBBIE
Y MHTEPCTUIMATBHBIC 3aTEMHEHUS, KOTOPbIE OBICTPO CHOHTAaHHO paspemarorcs [10].
BceMm 60mbaBIM ¢ BITI'H HE00x011MMO BBINOIHEHHE OMOTICUU TTOYEK.

Henp neuenus CI' — ynanenue u3 mupkyssiimu abMK ¢ ogHOBpeMeHHBIM MTpenoT-
BpallleHueM UX AajbHeiero o0pa3oBaHus U NOJABIECHUE CYIECTBYIOLIErO TKAHEBOIO
BocniasieHus. Beem nanmentam ¢ abMK-rnomepysionedpurom (3a UCKIIFOUEHUEM JTHA-
JIN3-3aBHCUMBIX HAa MOMEHT YCTAHOBIJIEHHUS auarHosa, uMmeronmx 100% mnomynyHuit
0 JaHHBIM aJICKBaTHON HE()POOUOIICHM U HE UMEIOIIUX IIPH ITOM JICTOYHBIX KPOBOTE-
YEeHUi) cieyeT NPOBOAUTh UIMMYHOCYIIPECCUBHYIO TEPAIUIO IIMKI0(PochamMuIom, Kop-
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TUKOCTepouamMu U 1iazmadepesom [11]. [Ipu nerouHoM KpOBOTEYEHUH MPOBOJSAT
TpaHCY3UIO CBEKE3AMOPOXKEHHON TIIa3Mbl [6]. FIMEeTCst OIBIT MPUMEHEHUSI PUTYKCH-
Maba y 6osbHbIX CI', COMpOBOXKIABIIMIICS 3HAUMMBIM YITy4IlIeHHEeM cocTostHus [ 12].

B nponiom CI” cuntanu atanbHeiM 3a00neBanneM. COBPEMEHHBIE CXEMBbI TEpa-
IIMM CYHIECTBEHHO YIIy4IIWIN NporHo3. Tak, B uccienoBanuu A. Bayat u coasr. (2012)
BbDKMBaeMOCTb cocTaBuia 91%, y 11 (48%) nareHToB 00JI€3HD TEpelilia B PEMUCCHIO,
HU y OJJHOTO M3 HUX He HaOmoAanoch peruausa 3adoneanus. Y 12 (52%) nauueHToB
XPOHMYECKAs IOYEYHAsI HEJIOCTATOYHOCTh MPOrPECCUPOBAiIa JI0 TEPMUHAIBHOW CTaJlHH,
5 mareHTam ObLIa MPOBEICHa TPAHCIUIAHTAIMS [TOYKH, 2 Ha MOMEHT ITyOJIMKAIlK O3KH-
Jany TpaHcIuaHTauuu. PetuarBa 3a0o0aeBaHus MOCie onepan He Habmoaanock [4].
[To nanubM 0030pa B. Poddar u coagr. (2010), o6o0muBmero qanubie o 18 marpenTax
¢ CI' mnamie 18 ner, cmepTHOCTh coctaBuia 33,3% [13].

IIpuBoaum ki1MHUYeckoe HaOMogeHne nammenta A. 17 set ¢ CI. IlamueHT B ne-
kabpe 2013 r. nepenec OPBM, nocie yero nosBUIMCH (GeOpHIIbHAS JINXOPAKa, OJIbIIIKA,
MaJIONPOAYKTUBHBIM Kallelb ¢ MPOXUIKAMU KPOBU B MOKpoTe. CocTosHHE OOJIBHOTO
MIPOTPECCUBHO YXyIIanoch, 29 mapta 2014 1. B TSHKEIOM COCTOSHUM ObLT TOCTIMTAIM3HU-
POBaH B pEaHUMAIMOHHOE OTAEJICHUE TI0 MECTY KUTEIBCTBA, ObLT BBISBIIEH ITIOMEpYIIOHE(D-
PUT C HEPPOTHUECKUM CHHAPOMOM, Ha OCHOBAHUH TOJIOXKUTEIBHOTO aHanu3a Ha abMK
ObUT YCTaHOBJICH JMarHo3 «cuHapoM I'yamacuepay. [lomdyuan cuMOTOMAaTHYECKYHO Tepa-
IO, TIEPENIMBAHUS aTbOYMUHA M SPUTPOLIMTAPHON MACCHI, ITyJIbC-TEPAIHIO COTYMEAPOIOM
B 7103¢ 500 Mr/cyT 6e3 BBIpa)XE€HHOTO KIMHUYECKOT0 YIIYHUIIEHHs, TAaKXKe B CBA3U ¢ HH(DEK-
IIUOHHBIMH OCJIOKHCHUSIMH TIPOBOJIMIIACH MACCHBHAs aHTHOMOTHKOTEpAITHS, BBHINHACAH
19.05.14, Ha3Ha4yeHa MOCTOSIHHAS TEpalMs MPEIHU30J0HOM B fo03e 60 Mr/cyT. B cBs3u
C OTCYTCTBHEM KIMHMYECKOTO YIIy4IlIeHHUs ObUT HAaIlpaBJIeH B MOPO30BCKYIO JIETCKYIO TO-
POJCKYIO KIMHUYECKYI0 O0NbHHUIY T'. MOCKBBIL.

CocTosiHUE NTPU NOCTYIUICHUH TsDKETIoe, *ano0bl Ha OMBIINIKY, oTeku. I1pu obcrienoBa-
HUM B OOILEM aHaIM3e KpoBM aHeMus (reMorno6un 81 r/m), neiikonuros (15,5 - 10%/n);
B OMOXMMHYECKOM aHajn3e KpoBH — Oenok 45 r/m, ansOymuH 23 /1, MOYeBHHA
27,6 MMOJIB/II, KpeaTUHWUH 222 MKMOJb/J, XOJIECTePUH 7,3 MMOJIb/J, TPHUTIULEPHIIBI
2,6 MMOJIB/11, Kammid 5,3 MMoub/1, Hatpuit 134 MMonb/i, menounas ¢ocdarasza 81 En/m,
AnT 37 En/n, AcT 23 Ex/n, JIAT 313 En/n, C-peaktuBHbiii 6enok 0,046 r/i; koarynorpam-
Ma B HOpME; B OOII[EM aHANIN3e MOYM MakporeMaTypus 10 250 B 1ojie 3peHHsl, MaCCUBHasI
MpOTEUHypUs 10 3 /1.

INanmeHnTy OBLIO MPOBEACHO KOMIUIEKCHOE MHCTPYMEHTAILHOE 0OCIIEIOBaHUE, BKIIIO-
yaBIIee B ce0s peHTreHOrpa(uIo rpyTHOM KIETKH, 3XOKapAnorpaduio, yIbTpa3ByKOBOE
UCCIIeIOBaHUE TOYEK, MyJbTUCIMpaTbHYI0 KT TpyaHoN KieTku, OpIOIIHON MOJOCTH
u 3a0promuHHOro npoctpanctsa. Ilo manubsM KT rpyaHOil KiIeTKu BBISBISUIOCH JIBYCTO-
POHHee YIUIOTHEHHUE JIETOYHOM TKaHH I10 THITY «MaToBOro crekiay (puc. 1). brorncus noukn
HE BBINOJHSUIACH 110 MPUYHHE TSHKEIOTO COCTOSHHUS MAlUeHTa.

B xone yrounenus stuonoruu JIIIC Obutn onpezaesieHsl pa3inyHble ayTOAHTHUTENA:
yposenb abMK coctasui 10,4 Ex/mn (mpu Hopme g0 20 En/mi), anamusel Ha AHLIA, an-
tu-/JHK, AH® okazanuch oTpuIaTeIbHBIMH, OJJHAKO ObLT OOHAPYXEH BBHICOKUI yPOBEHb
KPHOIJIO0YIMHOB, YTO MOTPEOOBAIO UCKIIOYEHHUS JUArHO3a KPUOITIO0YIMHEMUYECKOTO
BackynuTa (KB). Ha ocHOBaHMM npe1BapUTENIBHBIX THAarHOCTUYECKUX kputepreB KB [14]
mrargo3 KB ObL1 HCKITFOUEH.
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Puc. 1. KomnbloTepHas TomorpamMmma naumeHTa A.

OnucaHve B TeEKCTe

[TanenTy Obula Ha3HaueHa Tepamnus: Iuiazmadepes, nukiaodochan B mo3e 10—
15 mr/kr/cyt, putykcumab B 1o3e 300 Mr/m?, Ha OHE Yero y maIreHTa HaGIIAI0Ch o-
CTEMEHHOE KIMHUYECKOE YIyUIlIeHHE, BOCCTAHOBJICHHE (DYHKIUM TOYEK, HOSBUIIACH BO3-
MO>KHOCTb IIPEKPATUTh MOCTOSIHHBIN MPUEM TITFOKOKOPTHKOCTEPONI0B. OCOOCHHOCTIMU
JTAHHOTO HAOJIOAEHUsI SIBUIMCh JOCTATOYHO MejyleHHoe TedeHue CI ¢ mocieayromnum
BOCCTAQHOBJICHUEM TOYCUHOH (yHKIMH, ncuyesHoBeHue abMK B nepudepuyeckoit KpoBH,
YTO TUITMYHO MPHU JAHHOM 3a00JIeBaHUM, OOHAPYXKEHHUE BBICOKOTO TUTPA KPUOTIIOOYINHOB.
Nwmerorcs nanuble, uto X0t abMK oueHb OBICTPO BBI3BIBAIOT YaCTO HEOOPATUMOE MOpaxe-
HHE T0Y€eK, y OOJIBIIMHCTBA OOJIBHBIX MPOIYKIUS aHTUTEIN MPEKPAIAeTCs], U CIyCcTd 8—
14 Henenb OHU MCYE3AIOT U3 KPOBOTOKA, a uepe3 6 MecsileB UX 0OHAPYKUBAIOT JIMIIb U3-
penka [15].

Takum oOpazom, CI' — Haubonee yactas npuunHa JIIIC, sBistomerocs noJmM3THO-

norudeckuM. OCHOBHBIM JIMarHOCTHYECKHM TECTOM, MTO3BOJISIONIMM BEpUDHUIIMPOBATH
OT/IEeNIbHOE ayTOMMYHHOe 3a0oseBanue B rpymie npuaut JIIIC, sBisercs onpeneneHne
cnenupuveckux ayroantutel. Juarnoctuka CI' Bcerna CBUIETENBCTBYET O TSKEIOM
COCTOSTHUY TAIMEHTA, YTO TPeOyeT HEOTJIOKHOTO Ha3HAYCHHSI aKTUBHOM TePariii HMMY-
HOcymnpeccaHTamMH. BoBpemst HauaTtoe afeKBaTHOE JIEUEHHE 3HAUUTEIBHO YIydIlaeT
MIPOTHO3 MAlMEHTOB.

(1]
(2]
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GOODPASTURE’S SYNDROME
IN 17-YEAR-OLD PATIENT
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Goodpasture’s syndrome (GS) is a severe autoimmune disease, which is characterized by kidney

and lung affection. Antibodies to glomerular basal membrane (AGBM) are considered to be a specific
marker. We present a literature review and a clinical case of GS with typical clinical presentation and
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low effectiveness of glucocorticosteroid treatment in 17-year-old patient. The disease was characterized
by the AGBM disappearance from peripheral blood, positive test for cryoglobulins and improvement of
patient condition during therapy with rituximab.

Key words: Goodpasture’s syndrome, anti-GBM disease, pulmonary-renal syndrome, cryoglobulins,

children.
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