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CTPYKTYPA U YJBTPACTPYKTYPA TKAHEM INOYKH _
P CUHAPOME I'YAITACYEPA: KIMHUYECKHUHU CIYYAU

© T.X. HaTBIHOBl, n.A. quMapeBaz, T'.IL Ka3aHueBa3, P.B. Z[eeB3

Kazanckuii (ITpuBospkckuit) henepanbhbiii yaHuBepcureT, . Kasanb, Poccuiickas ®enepanus (1)
Wucturyt xupypruu uM. A.B. Buminesckoro, r. Mocksa, Poccuiickas ®enepanus (2)
Ps3aHckuil rocynapCTBEHHBI MEIMLMHCKUN YHHUBEpcUTEeT uMmeHu akagemuka M.II. IlaBnosa,
r. Pssanb, Poccuiickas ®enepanus (3)

Cunnpom IN'yanacuepa Brepssie onucano ['yanacaepom B 1919 romy, npeacrasiser coboit kom-
OuHaIMIO TIOMEepyJoHe(pUTa M albBEOJSIPHOTO KPOBOTEUYEHHS B MpUCYTCTBUM aHTU-GBM-
antuten. OCHOBOM maroreHe3a cuHipoma ['ynamacdepa siBisieTcsi 0Opa3oBaHHE ayTOAHTUTEN K
0a3anbHBIM MeMOpaHaM KalWUIIPOB KIYyOOUYKOB MOYEK U ajJbBEOJl. DTU aHTHUTENA OTHOCSTCS K
kiaccy 10G, oHU CBS3BIBAIOTCS C aHTHTENAMH Oa3aibHBIX MeMmOpan B mpucyrcTBum C3-
KOMIIOHEHTa KOMIUIEMEHTA C MOCIEAYIOIUM Pa3BUTHEM UMMYHHOI'O BOCHAJICHUS MOYEK U allb-
Beon Jserkux. Cunapom ['yamacdepa dyaimie BCEro pa3BHBAETCS y JIIOJECH C HAClECTBEHHOU
MPEIPACIIONOKEHHOCTHI0, HO BO3MOXKHBIMH JIOTIOJHUTEILHBIMU (PAaKTOpaMH SIBJISIOTCS BUPYC-
HbIe MHPEKIINN ABIXaTEIbHBIX ITYTEH.

[IpencraBieHsl pe3yabTaThl KIMHUYECKOTO HAOIO/ICHUS MAMEHTKU BO3pacTa 8 JeT ¢ CUHIPO-
MoM ['yamnacuepa, 7e0I0THPOBABIIETO C OBICTPOIIPOTPECCUPYIONIETO TIIoMepyoHedpuTa | Tuma.
B anamuese ormeuanuch MHOrokpatHeie OPBU. 3aboneBanne Hayanoch ¢ MOBBIIICHHS TEMIIE-
paTypsl, BIOCJIEICTBUN IPUCOEINHUIIACH PBOTA, KUAKUHN CTYJ, HOCOBOE KPOBOTEUEHHUE, CHUXKE-
HUE Juype3a 0 MOJHOM aHypHH.

Onucansl Mop(oJIOrHYecKne U3MEHEHUS Ha TEPMMHAJIBHOW CTaJMM ayTOMMMYHHOTO MOpa)ke-
HUS TOYEK: YTOJIIIEHHE TJIOMEpYJSPHBIX Oa3albHBIX MeMOpaH, MX (parMeHTalus, BOCIHAJIU-
TenbHasE MHQUIBTPALUs BOKPYr KIyOOUKOB, MEPUTIIOMEPYISPHBIA CKIIEpO3, AUCTpodUUecKre
U3MEHEHUs SIUTENHs KaHaJbleB, JUHelHble oTnoxkeHus 1gG u C3-KoMIoHEeHTa KOMIIEMEHTa
10 XOJly IVIOMEPYJISIPHBIX 0a3aibHBIX MEMOpaH.

BeIsiBIIeHBI yIBTPAaCTPYKTYpHbIE U3MEHEHHs 0a3anbHOMl MeMOpaHbl KIIyOOUKOB — BO BCEX KITy-
Ooukax mpernapara OTMEUEHbl CKIIEPOTUYECKUE U3MEHEHUs, YTONIEHUS U, MecTaMu, (parMeH-
tanus. bazanbHas MmemOpaHa KI1yOOUKOB pacciioeHa M yTOJIIIEHA BCIEACTBUE OTJIOKEHUS aHTH-
TE€J U MPOIYKIMH KOJJIAr€HOBBIX BOJOKOH. OOHApyKUBAIOTCS CYyOdHOTEIHAIBHBIE JETIO3UTHI B
BUJIE «TOpOOB», KOTOpBIE, MPEACTABISAIOT COOOH MMMYHHbBIE KOMITJIEKCHl U COOTBETCTBYIOT 00-
Hapy>KUBAEMBIM MTPH UMMYHHO(MIIFOOPECIIEHTHOM HcciienoBannu otioxenusMm 1gG u C3. Obcy-
KJI€HBbl BO3MOYKHBIE IPUUMHBI BOSHUKHOBEHUS MaTOJIOTHH, BBICTPOEH AU(depeHInanbHbIA psi.
KuaroueBble cioBa: cunopom I'yonacuepa, Ovicmponpozpeccupyiowjuil 2romepyionedpum, au-
mumena K 6a3anbHOU Memopane, KIUHUKO-MOpghonocuueckoe conocmasienue, mpaHcmMucCUoH-
HAsl JIeKMPOHHASL MUKPOCKONUSL, YIbmMpacmpykmypd.
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STRUCTURE AND ULTRASTRICTURE OF KIDNEY TISSUE
WITH THE GOODPASTURE’S SYNDROME: A CLINICAL CASE

© T.H. Latypov', I.A. Chekmareva?, G.P. Kazantseva®, R.V. Deev®

Kazan Federal University, Kazan, Russian Federation (1)
A.V. Vishnevskiy Institute of Surgery, Moscow, Russian Federation (2)
Ryazan State Medical University, Ryazan, Russian Federation (3)

Goodpasture's syndrome first described by Goodpasture in 1919, is a combination of glomerulo-
nephritis and alveolar bleeding in the presence of anti-GVM antibodies. The basis of the patho-
genesis of Goodpasture's syndrome is formation of autoantibodies to the basement membrane of
renal glomerular capillaries and alveoli. These antibodies belong to 1gG class, they bind with an-
tibodies of the basement membranes in the presence of C3 complement component, with subse-
quent development of immune inflammation of kidneys and lung alveoli. Goodpasture’s syn-
drome most often develops in people with hereditary predisposition, but probable additional fac-
tors are viral infections of the respiratory tract.

The results of a clinical observation of a patient of 8 years of age with Goodpasture’s syndrome,
started with a rapidly progressive glomerulonephritis type I, are presented. In the anamnesis
there are many episodes of ARVI. The disease began with fever, followed by vomiting, loose
stools, epistaxis, decreased diuresis up to complete anuria.

Morphological changes at the terminal stage of autoimmune renal damage are described: thick-
ening of glomerular basement membrane, its fragmentation, inflammatory infiltration around
glomeruli, periglomerular sclerosis, dystrophic changes in tubular epithelium, linear deposition
of 1IgG and C3 complement component along glomerular basal membranes.

Ultrastructural changes in the basement glomerular membrane have been identified — sclerotic
changes, thickening and, in some cases, fragmentation in all glomeruli of the preparation. The
basement membrane of the glomeruli stratified and thickened due to deposition of antibodies and
production of collagen fibers. Subendothelial deposits in the form of «humps» are detected,
which are immune complexes and correspond to the IgG and C3 deposits found in the IF exami-
nation. Probable causes of pathology are discussed, and a differential series is constructed.
Keywords: Goodpasture's syndrome, rapidly progressing glomerulonephritis, antibodies to the
basement membrane, clinical and morphological comparison, transmission electron microscopy,
ultrastructure.

Antu-GBM  rnomepynonedpur  (Anti- OTHOJIOTHS JTaHHOTO CUHApOMa OCTa-
glomerular basement membrane — riomepysio- eTcs HesicHoM. Ha cerogusimHuil aeHb cyiie-
HeppuT c aHTHTENaMM K OasaJbHBIA MeM- CTBYET HECKOJIbKO BapHAHTOB PA3BUTHS IJIO-
Opane), wiu OBICTPOITPOTPECCUPYIONIUI TJI0- Mepynonedputa. Mccnenosarenu gacto cBs-
Mepynoredput | Tuma, npeacrasisier CoOou 3bIBalOT BO3HHKHOBeHHE aHTU-GBM rmome-
pelKoe ayTOMMMYHHOE IOpa)K€HHE IOYeK. pyJoHEppUTa C 3aTHKHBIMU OaKTepHATbHBI-
OHo xapakTepu3yercsi LIUPKYJISIUed aHTUTEN MU ¥ BHUPYCHBIMU PECIIUPATOPHBIMHU 3a00I1e-
K OazanpHOM MemOpaHe B KpoBu. [Ipu sTOM, BaHuAMHU. Kpome TOro, mopaxxeHwe moYeK
aHTUTENA CBS3BIBAIOTCA C 0-3 LEMbI0 KOJUIA- MOJKET OBITh OJJHUM M3 KOMIIOHEHTOB TsDKe-
reHa 4 tuna 6a3anbHON MeMOpaHbl KIyOod- JBIX CHUCTEMHBIX CHHJIPOMOB, UMEIOIINX KaK
KOB, BBI3bIBasi MOBPEX/IEHHE MOYEK U Hapy- HACJIe/ICTBEHHYIO (CHUHIPOM AJbBIOpTa), TaKk
meHue (GUITbTPAIfK, YTO MPUBOJUT B KOHEY- 1 mpuoOpeTeHHyo npupoay (cuaapom [yn-
HOM cYeTe K pa3BUTHUIO IIIOMepYIoHedpuTa. nacuepa). CyIliecTByeT Takke KOppesius
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MEXy MPOBEICHUEM JIUTOTPUTICHH H TIOCIIe-
nyromuM GMB-rnomepynonedpurom. B oc-
TAJIBHBIX CIy4asX CYUTACTCS, YTO UMEET Me-
CTO MJMONATUYECKOE MOopakeHHe movek [1].

Jlnst BeIcTaBIIeHUs AriarHo3a «antu-GBM
TJIOMEPYIOHE(PUTY CYIIECTBYIOT KPUTEPHUH:

1. Beicokwmii TuTp anti-GBM anrwurern;

2. Hanmuuue (UOPO3HO-KIETOUHBIX TO-
JYJIyHUH 1 MacCOBOI'0O CKJIEPO3a KIIyOOUKOB I10
JTAHHBIM TUCTOJIOTMYECKOTO UCCIICIOBAHMUS;

3. MONOXHTENLHBIE  UMMYHO(ITIOOpEC-
IIEHTHBIN TECT KITyOOUKOB ¢ aHTHTeNnamMu K 1gG.

JIOTIOTHUTENBHO Il YyTOUYHEHHSI TaTo-
JIOTHH WJIHM JIOKQJIM3allud UMMYHOKOMILIEKC-
HBIX JICTIO3UTOB, MOXET MPUMEHSTHCS DJICK-
TpoHHast MUKpockomus. [Ipu ee nmpoBeaeHUH,
MIOMHUMO OTJIO)KEHHUSI KOHTJIOMEPAaTOB AaHTHU-
TeJ, OOHAPYKUBAIOTCS HAPYIICHUSI CTPYKTY-
pPBI CTPOMBI, TIpoiHQepanuss ME3aHTHs, W3-
MEHEHHUsSI CO CTOPOHBI HE(PPOIIMTOB, B YaCT-
HOCTH, HaOyXxaHHE HOXEK IOJIOIIUTOB, YBe-
JrYeHre 00beMa IUTOIIA3Mbl, a TAKKE KIIe-
TOYHBIA JIETPUT B TPOCBETE KaHAIBIEB.
[TpuMeHeHHe IEKTPOHHOW MUKPOCKOITUH HE
SBIISIETCS OOJMTaTHBIM B Tpollecce AHarHo-
CTHKH, OJIHAKO OHa MO3BOJISECT MPOBOIUTH
Oosnee aeranbHy0 AUPPEpPEHIUATBHYIO OU-
arHOCTUKY IaTOJIOTHYECKOro IMpolecca, 4To
OUYCHb BAKHO JUII CBOCBPEMEHHOH Bepu(u-
Kaluu auarHo3a. Kpome Toro, BhISIBICHUE
YIABTPACTPYKTYPHBIX H3MEHEHUH MO3BOJISIOT
JIOCTOBEpPHEE OLICHUTH CTENEHb BBIPAXKEHHO-
CTH TIpOLIECCa, YTO B CBOIO OUYepe/b CKa3bIBa-
eTCs Ha JaIIbHEUIIeH TaKTUKE JICYSHHUS.

Kinununueckuii ciayvyai

[TanmenTka — aeBouka, 8 mer. 3abore-
BaHHE JIeOIOTUPOBAJIO C TIOBBIIIEHHOH (/10
cyO0deOpunbHBIX 3HaYeHui) Temmnepatypsl. C
4-5 nHs Oone3HW HalIoJaNach PBOTA, XKUI-
KUW CTYIN, claboCTh, OJIETHOCTH, OJHOKPATHO
HOCOBOE KPOBOTEUEHHE, N30 O0Jel B Ku-
Bote. TeMmeparypa B IWHAMHKE TTOBBICHIACH
10 (GeOpIIbHON C TEKTHYECKOW IMHAMHKOM.
OcmoTpeHa meauaTpoM, KOTOPBIA BBICTABUII
nuarno3 OPBU u HazHaumn amOymnaTopHYyIo
Tepanuio: aHadepoH, papuHrocent, adayouH,
bremMokcHH, comoTad. Uepes HECKOIBKO JTHEH
OHa OblJIa TOCIUTATNU3UPOBaHA B HH(EKIIMOH-
HOE OT/EJICHUE JETCKON OONBHHIIBI (TTOH03-
pEHUE Ha OCTPYIO KUIIEUHYIO0 HH(PEKIIUIO).

B cBs3u ¢ HapacTaHweM MOYEYHOU He-
nocratouHoctn (MoueBuHa 20,4 MMOJB/II,
kpeaTnHUH 411 MKMOJIB/IT), TIOJy4Yana aHTH-
OMOTUKOTEPANNIO, aHTUKOATyJISIHThI, aHTHAr-
perantbl, npeauuszoion 30 mr. B mocnenyto-
IeM IIepeBe/IcHa B COMAaTHYECKOE OT/ICIICHHE,
I7ie OJIHOKPATHO MPOBEJAEH KypC METHIIIPE-
au3onoHa 500 mr, mmociae 4ero geBOYKa OTMe-
Yaja sIBHOE yJy4dIlIeHHe caMO4YyBCTBHA. Bro-
CJIEZICTBUM HaOIIOJAIOCh CHIDKEHHE AUype3a
no nonuoit anypun (30.06.2015), B cBs3u C
9TUM ObLTa TEepeBeieHa B pPEaHMMAIMOHHOE
OT/EJIeHUE JETCKOW OOIHHHUIIBI.

Kpome Toro, ¢ Hauana 2015 r. ona He-
onHokpaTHO mnepenocuna OPBU (despans,
MapT, ampenb, Maif). B Hawane uioHsa moce-
I1aja MKOJbHBIHA Jarepb. OTMedancs 3Mu301
00J1eil B HIPKHUX KOHEYHOCTSIX.

B ycioBusx peaHHMaIlMOHHOTO OTHAE-
JICHHs TIPOBEICHBI HccieoBaHus (0T pOAu-
TEJICH MAalUEHTKH W PYKOBOJCTBA KIIMHUKHU
MOJy4YEHO COrjlacue Ha HCIOJIb30BaHUE U
00pabOTKy JTaHHBIX, CBEACHUSI O Pe3ybTaTax
Ha HOs0pb 2015), pe3yabTarthl KOTOPBIX
npe/IcTaBiIeHbl B Ta0mumile 1.

Pezynomamer OKI': cunycoBas apur-
must ¢ UCC 55-83 yn/mun. Peructpupyrorcs
€IMHUYHBIE KETYJOYKOBBIE IKCTPACUCTOJIBI,
70C OTKJIOHEHA BIIPABO.

Ilo mamnbM V3UM nouex BBISIBHAETCS
OTEK TapeHXUMBI, KPOBOTOK IMPOCIICKHBACT-
csl TOJBKO JI0 mapeHxuMmbl. [lpu pommepo-
rpadun oOHapyXMBaeTCsl MOHM)KEHUE TeMo-
JMHAMUYECKUX TOKa3aTesiedl MO0 OCHOBHOMY
CTBOJIY ¥l BHYTPUIIOYEUHBIM COCYJIaM CIIpaBa.
JIaHHBIX 32 CTEHO3bI IOYEYHBIX apTEePUil HET.

Cnupanvnas KT opeanoé epyoHoti no-
Jlocmu: HapylIeHHe BO3IYIIHOCTU JIETKUX,
00yCJIOBJICHHOE OTEKOM, MMEETCSl BOCHAJIH-
TesbHBIA mpouecc. HeGonpime cyOcermen-
TapHBIC aTENEKTa3bl B JOP3ABHBIX OTHEIaX
CyOIuUIeBpaIbHBIX MPOCTPAHCTB HUKHUX J0-
JeN JIeTKUX. BBIMOTHOM IUIEBpHUT clipaBa
(>KUAKOCTh B HEOOJBIIOM KOJMYECTBE), HKH/I-
KOCTb B OpIOIITHOM MOJIOCTH.

Hmeetcss BBINOT B OPIOIIHOM TOJIOCTH
(Ha ypoBHe wuccnenoBaHus). CHIDKEHBI TUIOT-
HOCTHBIE TTOKa3aTeNu MoYeK (MoJ00HbIe U3Me-
HEHUS BO3MOXKHBI TIPU OTEKE, BOCHAJICHHH,
umreMun). OTeK Hapy>KHBIX MSITKUX TKAaHEH.
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Tabmanma 1
Pe3ynvmamut 1a00pamopHbIX UCCIE008AHUTL
HccnenoBanue,
Pesynbrar IIpumeuanue
MOKa3aTeb
Koarymorpamma SIBIICHHS THIICPKOATYJISIIUN -
HNmmyHOTpamMma camkenne C3 u C4 ¢ppakmnnm KOMIIEMEHTOB MIPU3HAKA TIIOMEPYIIIPHOTO
TTOpa’keHUS
[IpoxanbuUTOHUH noBkIeHue 10 6,81 ur/mi MPU3HAKU CUCTEMHOTO

BOCIHIAJICHUA

KucnorHo-menouynoe
COCTOSIHUE

OMU30/bl TUIICPKAJIUCMUN

no4ycyHasa HCAOCTATOYHOCTh

Amnanms kpoBu Ha LE-
KJIETKA

HE 00HAPYKEHO.

HCKIIOYACT KPAaCHYIO BOJIYAaHKY

AHTHHYKIICapHBIE
aHTHTETa

2.2 en.

Hopma 0-1,5

Kposs Ha anTH(hOCHOIH-
nuaaeie AT

TMOBBIIIECHUE TUTPA

AHanu3 KpOBU Ha aKTUB-
noctb ADAMST 13,
YPOBEHb aHTUTEI K
®daxrtopy H

aktuBHOCTH ADAMST 13 B npezenax HOpMBI,
anTutena Kk @axropy H He BbIsIBIECHBI

HCKJIIOYECH aTUIIUYHbIN
FEMOJIUTUKO-YPEMUYECKUI
CUHAPOM

Kposs Ha /I-numep, BoI-
YaHOYHBIN AHTUKOATr'YJIAHT

OTpHUIATCIIBEHO

Mas3ok u3 3eBa

maccuBHbIii poct Candida sp.

KaH/IMIOMUKO3 3€Ba, IPU3HAK
HMMyHOIU(eHTa

KpoBb Ha cTeprIIbBHOCTH

MUKpoQIIopa He 0OHapyKeHa

OAM yMEpeHHas IPOTEHHYPHUs, MaKpOreMaTypHs, | XpOHWYecKas MoYeuHast
nekouTypus, ya. Bec 1o 1020 HEJ0CTaTOYHOCTD
Kposs Ha AHITA OTpULIATEIILHO HckitoueHsl CHHIPOMBI, CBSI3aHHBIC

(anTHHEHTPOUIBHBIE
LHUPKYJIUPYIOIIUE aHTUTE-
na)

C aHTHTENlaMH K HeWTpoduiam
(rpanynemaro3 Berenepa)

KpoBb Ha aHTHTETA
K Ga3anpHOI MeMOpaHe
KITyOO4KOB

noBsIleHre yposHs >200

Ha MPT 2ono6nozo mo3zea obHapysiceHbl
YMEPEHHO BbIpaKEHHbIE aTpo(UUEcKre U3Me-
HEHUsl, TJIMO3HBbIE O4Yarn OOOMX MOyIIapuit
OosbIIoro Mo3ra. B npoekiuy MArkux TKaHen
HOCOIJIOTKH CIIpaBa OT KPbUIOBUJHOTO OTPO-
CTKa KpbUIOHEOHON KOCTH U OOKOBOM KpBbI-
JIOBUJIHOM MBILIIBI ONPEAEIAETCS o4ar pas-
MepoM 20%15 MM, HE3HAUMTEIHLHO HAKaIUIH-
BAIOIMI KOHTPAaCTHOE CPEACTBO (BEPOSTHO,
BOCIIAJIUTEIFHOTO XapaKTepa).

Hegpobuoncus. Tlpu npoBeneHun ma-
TOTHUCTOJIOTUYECKOTO HCCIIEIOBAHUS  yCTa-
HOBJIEHO, YTO B TOJYYEHHOM IIpernapare
nmeercs 3 (hparMeHTa TKaHH MMOYKH C OOIINUM
YHCIOM KJIYOOUKOB IO BCEM cpe3aM He Me-
Hee 18. Bo Bcex kiyOoukax mpeoOiamaroT
CKJIEPOTHYECKHUE W3MEHEHHMs M KOJUIANC 3a
cueT  (UOPO3HO-KJIETOUHBIX  MOJIYITYHUHN
(puc. 1). CTpyKTYypbl KIyOOUYKOB ILIOXO TPO-
cMmarpuBaroTcsa. HabOmomaercss  yTosmieHue
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TJIOMEPYJISIPHBIX  0a3adbHBIX MEMOpaH, HX
¢parmenTtanus. [lepuriomepynasipHblii cKiie-
po3. Ilepurnomepynsipuas aumdouHas HUH-

¢unbTpanusa. He3HauuTenbHble JereHepa-
THUBHBIC U3MEHEHHUS KaHAJbIIEBOIO SMHUTEIINS
KOPKOBOTO BEIIECTBA.

Puc. 1. Kny6ouku nouku (Obosnauenus: A — rinomepynockiiepos; b — momysynue.
Op — 3pUTPOLUTHI C U3MEHEHHOH (OPMOI B IPOCBETE KAMMILIAPOB KIyOOUKa).
[TonyToHKMIT cpe3, OKpacka TOJYHMINHOBBIM CUHUM, YB. 1000

[lpn uMMyHO(DITIOOPECIIEHTHOM  HCCITe-
JIOBAaHUH B OTHOCUTENHHO COXPAHHBIX y4aCTKaX
KITyOOYKOB HaOJIONIAIOTCS JIMHEHHBIE OTIIOXKE-
Hug 1gG u C3-KOoMMOHEHTa KOMIUIEMEHTa 10
XOJTy TIIOMEPYJISIPHBIX 0a3aTbHBIX MEMOPaH.

[Ipu >1MEeKTPOHHO-MHKPOCKOITUYECKOM
WCCJICJIOBAHUH TTOATBEPIKIACTCS CYOTOTaIb-
HBI CKJIepo3 KiIyOoukoB. baszanmbHas mewm-
OpaHa KiTyOOYKOB pacclioeHa M YTOJIIeHa
BCJIE/ICTBUE OTJIOKEHUS aHTUTEN U MPOIYK-
IIUH KOJIJIAr€HOBBIX BOJIOKOH (puc. 2). OOHa-
PYXKUBAIOTCS CyOIHIOTENUATbHBIC AETIO3UTHI
B BHUJC «rOpOOB», KOTOPBIC, MPEIACTABISIOT
€000l UMMYHHBIE KOMILJIEKCHI U COOTBETCT-
BYIOT OOHApYKMBa€MbIM TP UMMYHO(]ITF00-
PECIICHTHOM  HWCCJICIOBAaHUH  OTJIOKCHHSIM
IgG u C3. HaGmromaercss MOBBIIIICHHAS KJie-
TOYHOCTh ME3aHTHsI, YTO MOXET OBITh WH-
TEPIPETUPOBAHO KaK pe3yabTaT THUIEepIUIa-
3WH ME3aHTHOLHUTOB (pHC. 3).

B mpocBerax kaHaibleB THpaMHUI B
OOJIBIIIOM KOJIMYECTBE OOHAPYKUBACTCS KIe-
TOYHBIN JECTPHT, IeNble U (pparMeHTHPOBAH-
HBIE OJPUTPOILUTHL. AMNUKAIBHBIA y4aCTKH

SMUTEIHOIUTOB C OOJBIIUM KOJIHYECTBOM
CEeKpPETOPHBIX BAaKyOJ€H, OTIIHYPOBBIBAIO-
IIUMHUCS TTy3BIPhKaMH, coaepkamuMu (par-
MEHTBl IUTOIUIa3Mbl. MecTamu OTMeuaeTcs
neckBamanus sturenus (puc. 4). Xapakrep-
HO M30BITOYHOE Pa3BUTHE KOJUIATEHOBHIX BO-
JIOKOH B CTPOME.

BrlsiBIeHHBIE U3MEHEHUS TI0 UCCIIENO-
BaHHOMY MaTepHally COOTBETCTBYIOT TE€PMH-
HaJIbHOM CTaJNH MOPAXKEHUS MMOUYKU B UCXO/IE
OBICTPOIIPOTPECCUPYIOLIETO TIIOMEPYIIOHED-
puta 1 tuna (antu— GBM+, ANCA-).

Ha ¢one mpoBoauMoOii Teparmuu CoCTos-
HUE peOeHKa OCTAeTCs TSKEIBIM C TOJIOKH-
TEJTHbHOW TMHAMUKOW: COXPAHSETCS OJIUTOAHY-
pHsl, OTEUHBIN CUHIPOM, Tunepazoremus. A/l B
npenenax 139/79 MM pT. CT., KOPPUTHPYETCS
meaukamenTo3Ho. YJIJ1 18-20 B muu., UCC
84-120 B mun. [Inype3 40 mir/cyT.

Tepamnus BKIIIOYAET: MPOrpaMMHBINA Te-
MoOJHaIn3 3 pa3a B HEIEI0, TIFOKOKOPTHKO-
CTEPOMIHYIO Tepanuio (IIPEIHU30JIOH Per 0S,
MyJILC-TEPAITisl B/B B TeUCHUE / HEACNb), aH-
TUOAKTEPUATHHYIO, aHTUMHKOTUYECKYIO Te-
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Puc. 2. Yronuenue u paspeixiienue 6a3zanbHOM MeMOpaHbl KiyOouka
(Obo3nauenus: D — pparMeHT IUTOILIA3MBI YHIOTSITHOIMTA, DP — IPUTPOLIUT,

Hiy — orpoctku HedpouutoB, bm — paccnoennas 0azanbHas MeMOpaHa ¢ OTJIOKEHUEM KoJljlareHa
(creBa), 6azanmpHas MeMOpaHa 1Mo THITY «TpaMBalHBIX PEITLCOBY — CIIpaBa — JIMHEHHOE
OTJIOKEHHE UMMYHHBIX KOMIUIEKCOB 10 THITY «TOPOOBY).

TpancMmuccHOHHAS 3TIEKTPOHHAS MUKpockomnus, yB. 8000

\:

W :

Puc. 3. Me3anruit (O6osnauenus: JI® — mumdorut, Mii — ME3aHTHOLIHT,
K — kosmareHoBbie BOJIOKHA). TpaHCMHCCHOHHAS 3JICKTPOHHAs MUKpOcKomus, yB. x4000
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Puc. 4. Ilodyeuynsle KaHAIBIIBI
(Ob6o3nauenus: K — mpocBeT KaHAJBIIEB C APUTPOLIUTAMH).
[ToxyToHKMIA cpe3, OKpacKa TONyUAUHOBBIM CHHUM

pamnuto, aHTHarperantbl, UHruouTopsl AllD.
[TanmenTtka nocraBiieHa Ha o4yepesab IO Iepe-
CaJIKe MOYKH.
Obcy:xknenne

Antn-GBM rnomepynonedpur npen-
cTaBJsieT 000l OUH U3 TPEX TUIOB pa3BU-
TUSL OBICTPONPOTPECCUPYIOLIETO TIIOMEPYIIO-
He¢pura (BIII'H), npu kaxxaoM M3 KOTOPBIX
IJIOMEPYJIOHEPPUT MOKET OBITh aCCOLMUPO-
BaH C JPYroll CUCTEMHOW MaTOJIOTUEW WU
BO3HMKaeT uauonatuuecku. Ilomumo | tuna
antu-GBM rnomepynonedppura, K ObIcTpO-
IPOTPECCUPYIOIIMM  TJIOMEpYJIoHeppuTam
OTHOCAT WUMMyHOKOMIUTeKCHbIH (I Tum) u
magonMmyHHbId i ANCA wedppur (111
tun). AuTH-GBM riomepynonedpur xapak-
Tepusyercs JUHEHHbIMH oTiokeHusMH 1gG
(u Bo MHOTHX ciydasx C3 KOMIIOHEHTa KOM-
rieMeHTa) B 0azanpHOM MeMOpaHe Kiy0ou-
KOB, MEPEKPECTHO pearupyrolmx ¢ aabBeo-
JsipHOM Oa3abHOM MeMOpaHOM, YTO BBI3bIBA-
eT JIErouHsle KpoBoTedeHus (cuHzapom ['yn-
nacyepa). Mmmynokommekcubiii  BIITH,
MOXET OBITh OCJIOKHEHHEM JIF000r0 UMMYHO-
KOMIUIEKCHOTO TJIOMEpYyJIOHeppHUTa, XapaKTe-
pu3yeTcs LUPKYJSIKUel B KPOBU MMMYHHBIX
KoMIUIeKcoB. OOHapyKEeHHE 3TUX UMMYHHBIX
KOMIUIEKCOB — OJIMH M3 IVIaBHBIX KPHUTEPHUEB

BBICTaBJICHHS JHWarHo3a. MaJlOMMMYHHbBIH
(ANCA) BIIT'H, acconuupoBaHHBIA C aHTH-
HEUTPOPWIBHBIMA ~ IIMUTOIIA3MATHYCCKUMU
aHTUTEJIAMH, UMEIOLIMMHU 3HA4eHUE B IATO-
reHe3e HEKOTOPBIX BaCKYIUTOB (TpaHyliema-
T03 Berenepa, MHKpOCKONMHMYECKHAN TOIHAAP-
TepuuT). [ ToMepynoHegpuT Takke COMpoBO-
JKIAaeTcs JITOYHOW TaToJjioruelt (KpoBoTeue-
HUS, TPaHyJeMaTo3), KIMHUYECKU TPOSIB-
JSFOILIEHCST B BHJIE KallIsl, KPOBOXapKaHUS U
JIBIXaTENIbHOM HEJOCTATOUYHOCTH [2].
Cunapom I'ynmacuepa — peakas maTo-
norusi. Ecnmu oOpaTuThcs K CTaTUCTUKE IO
3a00J1eBa€MOCTH, BBISICHSIETCS, yTO B EBpome
pacipoCTpaHEHHOCTh JAAHHOTO 3a00JIeBaHUS
cocraBisieT MmeHee 1 cirydast Ha 2000000 ge-
noBek. [loyeyHoe »e MpOsiBJICHHWE JAaHHOTO
cugapoma (antu-GBM  riomepynonedpur)
cocraBisieT npuMepHo 1-5% cpenu Bcex TH-
OB TIIoMepyioHeppuToB. 3aboaeBaHue MO-
KET pa3BUBAThCS B JIIOOOM BO3pacTe, OJTHAKO
MTUKK 3200JI€BAEMOCTH OTMEUAIOTCS Y JIFOIEH
20-30 ner (MperMyIIECTBEHHO y MYXXYHH) U
50-60 neT (B maHHOW BO3PACTHOHN KaTErOpHUU
COOTHOIIIEHUE MY)KUHH U )KESHIIUH TPUMEPHO
omuHakoBo) [3]. JluteparypHble maHHBIE O
cuHapoMe [l'yanmacuepa KpalHE CKY/IHBIL.
Bcerpewaercst onmcanue JaHHOTO CHHIPOMA Y
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11 mecsiyHOTO pebeHKa, OJHAKO, CTATHUCTHU-
YECKU 3TO OYEHb PEeJIKasi MaToJIOTus JUIs Je-
teit [4]. B cBs3u ¢ 3TUM, KIMHHYECKUI CITy-
qaii 8 J5eTHEH NEeBOYKU HMMEeT OOJBIIYIO
OINHCATENbHYIO IIEHHOCTh JJISi OLEHKU YIbT-
pPacCTPYKTYPHBIX M3MEHECHHU TKAHEH ITOYKHU
npu cunapome ['ynnacuepa.

Cunapom I'yanmacuepa yacto n1e0rOTH-
pyeT C MOpa)KeHHs JETKHX M XapaKTepPHBIX
JUISL 3TOTO CHUMITOMOB — OJBIIIKH, KPOBO-
xapkanbs [3]. Ilopaxenue anbda-3 nemnci
kowtareHa |V Tuna ocylecTBiseTcs 1O
BCEMY OpraHu3My, 4YTO TMPOSBISETCS B
YXYIIIEHUU 3PEHHS BIUIOTH O MOJIHOM clie-
0TI, TIJIyXOTOH, XPOHHUYECKON IOYEUHOU
HEJIOCTAaTOYHOCTHIO, JBIXaTEeIbHONM U Ccep-

JeuHOU HemocTarouHocThio [1]. CymecTByeT
MHOKECTBO TEOPHI BOZHUKHOBEHUS TAHHOTO
3abosneBanusa. Ocoboe BHUMaHHE OBLIO yjie-
JICHO TJIABHOMY KOMILIEKCY TUCTOCOBMECTH-
moctu Il (MHC I1). OtmeueHa momoKuTENb-
Hasi KOPPEJSIus MEXAY HATMYUEM aTHIIAY-
HBIX H30(OpM, TPEICTABIISIONIMX IEHTPOB
MHC Il, u BO3HUKHOBEHUEM B IOCIEIYIO-
IIeM ayTOMMMYHHBIX TpolrieccoB. Takxke yc-
TAHOBJICHA OTpECIICHHAs CBS3b MEXKIY BO3-
HUKHOBEHHEM CHHIpPOMA W TPEANICCTBYIO-
me BUPYCHON wuH(pekuuend (B 4acTHOCTH,
BUpYC rpumma rpynmsl A2c¢).

JdomoanuTteabHass vHpopManus
Konghnuxkm unmepecoe: oTcyTcTByeT.
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