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PEDEPAT

Cratbsi copepXxuT 0630p NMTEepaTypbl N0 3TUONOMMK, NATOreHe3y, KIIMHUKE, AUArHoCTUKE, CTpaTerum Tepannm, UCXoay ayTo-
VIMMYHHOIO BacKyJfiuta CocyoB Masnoro anameTtpa — 6one3Hu ¢ aHtutenamu (AT) K rmoMepynsipHon 6asanbHor membpaHe
(FBM), maHudecTunpyoLen 6bICTPO NPorpeccupyroLLMM rmomepynoHedputom (BIMITH) ¢ ocTpbiM NoBpexaeHem noyek n
reMopparmyecknum anbBeOSINTOM Yy neamnaTpuyeckux naumeHTos. NpeactasneHa no S.P. McAdooand C.D. Pusey cuctematu-
ka 6onesHn ¢ aHtuTenamu K N'l6M: aytonmmyHHas 6onesHb ¢ AT k F'EM; ¢ 0aHOBPEMEHHbLIM NoBbileHeM TUTpa AT K FTBEM un
umTonnaame Hentpodunos (anti-neutrophil cytoplasmic antibody; ANCA); nocT-TpaHcnnaHTaumoHHbIn HedpuT ¢ AT k TBM
npu cungpome AnbnopTa (Alport). B 0630ope naHa knaccudukaumsa BMNIMH ¢ AT k TBM y negmatpryecknx naumeHToB: namona-
TUYECKOro ayTouMMyHHOro ¢ AT k FBM; kombuHupoBaHHoro ¢ AT kK F'BM n untonnasme HenTpodunos (anti-neutrophil cyto-
plasmic antibody; ANCA); 6onesaHun «de-novo» ¢ AT k FTBM B TpaHcnnaHTate npu cunapome Anbnopt (Alport) [9, 25]. CtaTbsa
[NEeMOHCTPUPYeT 0COOEHHOCTU NaToreHesa, KIMHMYeCcKon MaHudecTaumm, nevyeHmns, ucxoaa v nporHosa 6osesHu ¢ AT k FBM:
nanonartumyeckon 6onesnn ¢ AT knacca IgG (IgG1 n IgG3) npoTtue HekonnareHosoro nomeHa-1 (NC1) a3-uenu konnarexa IV
Tnna N'BM (aytoaHTurena Nyanacyepa; Goodpasture); ¢ ogHOBPeEMEHHbIM noBbileHnem Tutpa AT k FTBM n umtonnasme Hen-
Tpodunos (anti-neutrophil cytoplasmic antibody; ANCA); 6one3Hu «de-novo» ¢ AT k uensam a5(1V) n a3(1V) konnarena IV Tuna
'BM B TpaHcnnaHTaTe no4km npu cuHgpome Anbnopta (Alport) y negnatpryecknx naumMeHToB.

KnioueBblie cnoBa: 60/1e3Hb C aHTUTENAMU K ITIOMEPYsSipHO 6adanbHoli MeMOpaHe, cuHapom/6onesHs Myanacyepa, aHTu-
Tena K rnomepynsipHoi 6asanbHon MembpaHe, aHTuTena K umtonnasme HemTpodunos, 4eT U NOOPOCTKN
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ABSTRACT

A brief literature presents of the etiology, pathogenesis, clinic, diagnosis, therapy strategy and outcome of the rare small vessel vas-
culitis—disease with antibodies to the glomerular basement membrane (GBM) manifesting rapidly progressive glomerulonephritis
with acute kidney injury and hemorrhagic alveolitis in pediatric patients. The article presented the Classification of Anti-GBM—-An-
tibody disease: autoimmune disease with antibodies to GBM; with a Double—Seropositive antibodies to GBM and Anti—neutrophil
cytoplasmic antibody (ANCA); post-transplant «de novo» disease with antibodies to GBM in Alport syndrome by S.P. McAdoo
and C.D. Pusey. The article presents the Classification of rapidly progressive glomerulonephritis with Anti-GBM Antibody: Idiopath-
ic autoimmune anti-GBM antibodies; with Duble—Seropositive anti-GBM and ANCA; «de-novo» disease after renal transplanta-
tion in Alport syndrome. The article demonstrates the features of pathogenesis, clinical manifestation, treatment, outcome and
prognosis of the disease with antibodies to GBM: idiopathic disease with antibodies class IgG (IgG1 and IgG3) directed against the
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non-collagen domain-1 (NC1) a3 chain of GBM type IV collagen (Goodpasture autoantigen); with Double—Seropositive antibodies
to GBM and ANCA,; «de-novo» disease with antibodies to GBM in renal graft in Alport syndrome in pediatric patients.

Keywords: Anti—-glomerular basement membrane disease, Goodpasture’s syndrome/ disease, ant—-GBM antibodies, anti—

neutrophil cytoplasmic antibody, children and adolescent
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Onpenenenne

bonesns ¢ anturenamu (AT) k TomMepyssipHOIt Oa-
3anpHON MemOpane ('BM) sBnsieTcs ayTOMMMYHHBIM
BACKYJIUTOM COCy0B Majoro auamerpa ¢ AT kiacca
IgG x m3opopmam xomutarena IV tuna rmomepynapHoi
6azanpHON MeMOpans! (I'bM) 1 MeMOpaHbI TeTOYHBIX
anpBeon [1-7]. Beinensitor 3 ¢opmer 6one3nu ¢ AT k
I'BM y nenuaTpruyeckux MalydeHTOB: ayTOMMMYHHas
oone3nb ¢ AT k ['BM, ¢ oTHOBpEeMEHHBIM IOBBIIIIC-
aueM AT x I'BM u AT x muToruiasme HeUTpodmion
(ANCA), noct—rpancruianTauoHHbiii Hegpur ¢ AT
k ['BM mipu cunnpome Amsropra [1-7].

Breictpo mporpeccupyonmii - IioMepyioHeppUT
(BIII'H) xapakrepn3yercs KIMHHYECKOH MaHH(pe-
cTauuell HEePPUTUYECKOTO WM HEPPOTHUECKOTO
CHUHJpPOMA C TeMaTypHuel, apTepuanbHON THIEpTEH-
3uei, MOp(OIOTHYEeCKON KAPTUHOW IKCTPAKAITHILISP-
HEIX monymyauid (50-100%) B dopme momymecsiia
B Karcyine boyMeHa, OCTpbIM MOBPEXICHUEM IOUYEK
(OIIII), BBICOKMM PHCKOM HCXOJa B TEPMHHAIBHYIO
noueunyio HemoctarouHocts (TIIH) B Teuenue He-
CKONBKUX Henenb i mecstes [1-7]. BIITH ¢ AT k
I'BM, knimHMYECKH XapaKTepu3yomiics Heppuruye-
CKUM WU He(PPOTHIECKHM CHHIPOMOM C TeMaTypH-
eil, aprepuanpHoil runeprensueil u OIIII, anemueti,

Tabnvua 1/ Table 1
HomeHknaTtypa un knaccndpukaumnsa BacKkyjiMToB,
npuHaraa International Chapel Hill
Consensus Conference Nomenclature
of Vasculitides (2012) [8]
Nomenclature and classifications for vasculitides
adopted by the 2012 International Chapel Hill
Consensus Conference Nomenclature
of Vasculitides (2012) [8]

Backynut cocypoB 6onbLuoro guameTpa
ApTtepuunt Takascy (Takayasu)
[MraHTOKNEeTO4YHbIV apTepuUnT
Backynut cocynoB cpegHero guametpa
Y3enKoBbI nonnapTepumt
BonesHb KaBacaku (Kawasaki)

BackynuT cocynoB manoro guameTtpa
ANCA-accoynnpoBaHHbIii BaCKYJINT
MUKPOCKONMYECKNA NOANAHTUUT
paHynemaTos c nonnaHrumtom BereHepa (Wegener)
D03NHODUNBHBIV FpaHynemMaTo3 ¢ noanaHrumTom (Yapra —
Ctpocc/ Churg-Strauss)
NUMMYHOKOMMNEKCHbIV BaCKYJINT
KprornobynnHemmnyeckuii BacKynmt
BonesHb ¢ AT Kk TBM
Ig A-Backynut LLieHneiHa-reHoxa (Henoch-Schonlein)
[MnokomniaeMeHTapHbIi ypTUKapHbIA Backynut (AHTKM — C1q
BaCKyINT)
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reMOpparun4ecKiM allbBEOIMTOM C OJIBIIIKOH, KaruieM
U KPOBOXapKaHbEM, TIOTY4HJI Ha3BaHUE CUHIPOM WIIH
6onesnp ['yamacuepa (Goodpasture’s syndrome or
Goodpasture disease), Oosie3Hb ¢ antutenamu k ['bM
(Antiglomerular basement membrane antibody dis-
ease or anti-GBM disease) [1-7].

TepMmuHosorus

B nuteparype wucnosnb3yeTcsl pasidvHas TEPMU-
Hojorus. Tepmun «cuaapoMm ['yamacuepay ObLT mpH-
menen C. Stanton, J.D. Tange B 1958 1. myisa omuca-
HUS MTYyJIbMOHO—PEHAIBHBIX—TaCTPOUHTECTHHAIBHBIX
KIIMHUYECKUX TMPOSBICHUH, O KOTOPBIX BIIEPBBIC CO-
oot E.W. Goodpasture B 1919 1. [3-5]. B 21 Beke B
JIUTEPaTypy BBEJCHA HOBAsI TEPMHUHOJIOTHS: OOJIE3HB C
antutenamu K ['BM (anti-GBM disease). T. Hellmark,
M. Segelmark (2014) [7] cuurtarot, 9TO C y4eTOM Ma-
TOTeHe3a TMPEINOYTUTEILHON SBISETCS TEPMHHOTHUS
«6one3np ¢ AT k I'BM wmu antu-I'bBM Gomne3ub»
(«antiglomerular basement membrane antibody dis-
ease or anti-GBM disease»), 4eM «CHHIPOM HIIH
6one3np ['yonacuepa». Kak ormedaror S.P. McAdoo
and C.D. Pusey (2017) [6], Tepmun «Oosne3nb ['yi-
racuepay COXpaHHJICS, KaK MMPaBHIIO, IS AIllHEHTOB
C BBISIBJICHHBIMU aHTUTENaMU K ' BM, B To Bpems kak
«cuHapoM ['ynmacuepa» MOXKET WCTIONB30BaThCA IS
OMUCAHUS TIIOMEPYJIOHE(PPUTA C JIETOYHBIM KPOBO-
TeUYeHHEeM 000 TPUYHHBL. ABTOPBI HCIIONB3YIOT
tepMuH «aHTU-I'BM BIIT'H», Korga peus UAET KOH-
KPETHO O MOpaKeHUH MOYEK MpU OBICTPOIIPOTPECCH-
pytomem mmomepynonedpure (BIII'H), u «antu-I'bM
3a00JeBaHNe» — KOTJIAa pedb MJIET IIUPOKOM CIIEKTpe
3a00J1eBaHUil MOYEK U JIETKUX.

Kanaccndukanumn

Ilo HoMeHKIaType U KIacCU(pHUKAIUN BaCKYJIUTOB,
npuHATEIX International Chapel Hill Consensus Con-
ference Nomenclature of Vasculitides (2012), 6ome3Hb
¢ AT x I'bM kiaccuUIUPyIOT BaCKYJIUTOM COCYIOB
Majoro aumametpa [8] (tabmuma 1).

S.P. McAdoo, C.D. Pusey (2017) [6] cuctema-
tu3npytoT 6orne3ns ¢ AT k I'bM (Anti—-Glomerular
Basement Membrane Disease): ayroummyHHas 00-
ne3ub ¢ AT k 'BM (autoimmune anti-GBM disease);
npyrue ¢popmel 6oe3uu ¢ AT k 'BM (Other Variant
Forms of Anti-GBM Disease): rmomepynonedput ac-
conuupoBaHHHbBIN ¢ couetanuem AT k 'bM u AHITA
(Double—Seropositive Anti-GBM and ANCA-As-
sociated glomerulonephritis); mocT—TpaHcIIaHTaIIU-
onnbli anTH—I BM—uedput (post-transplantant anti—
GBM-nephritis). IIpencrasnennas S.P. McAdoo and
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Tabnvua 2 / Table 2
Knaccudpukauunsa BMNrH, accounmnposaHHoro
¢ aHtTutenamm K rBM [9]

Classification of Anti-GBM Antibody—associated
RPGN [9]

1. Uononatnyecknii nunm aytouMmmyHHbI ¢ AT k TBM (Idiopathic
or autoimmune anti-GBM antibodies)

2. Mpu cuHapome AnbnopTa nocne TpaHcnaaHTauum nodku (After
renal transplantation in Alport syndrome with anti-GBM antibodies)
3. KombuHupoBaHHbIi ¢ AT k TEM 1 AHUA (Combined anti-GBM
antibodies and anti-neutrophil cytoplasmic antibody)

C.D. Pusey (2017) [6] cucremaruka 6oneznu ¢ AT k
I'BM, 6e3yciioBHO, MPOrpecCUBHA U TIPAKTUYHA.

F. lorember and V. M. Vehaskari (2017) [9] B xiac-
cudmkanuu BIII'H, acconmnposannoro ¢ AT k 'BM
y NeQUaTpUYeCKUX MaleHTOB, BBIIEIAIOT 3 KIMHU-
yeckue (pOpPMBI: HAMONATHYECKUI—ay TONMMYHHBIH C
AT x I'BM; nocie TpaHCIIaHTAIIMU MOYKU MPU CHUH-
npome Anpriopta ¢ AT kx 'bM; koMOMHUPOBAaHHEII C
AT k 'bM u ANCA (tabnuna 2).

B nmeamarpudeckoii aureparype ommucaHbl (POpMBI
BIII'H: ayroummyHHOTO, accouunpoBanuoro ¢ AT k
I'BM; npu cunapome ANbIOpTa MOCE TPAHCIUIAHTA-
uuu ¢ AT x 'BM nouku; komOuarpoBanHoro ¢ AT k
I'BM n AHIIA (ANCA) [1-7, 9].

HNnnonarnyeckuii ayroummyHnnbiii BIIT'H, acco-
IMHMPOBaHHbIH ¢ aHTHTe1aMu K I'BM y neguarpu-
yeckux nanueHToB (Idiopathic-autoimmune rapidly
progressive glomerulonephritis associated of Anti-
GBM Antibody in pediatric patients)

Bonesns ¢ AT x I'BM (Goodpasture disease) sB-
JsieTcsd ayTOMMMYHHBIM BacKyJIMTOM COCYJOB MaJlo-
ro JuamMeTpa, B OCHOBHOM MOpa)kaeT KalMIIISPHBIC
pycia mo4yeK U Jerkux. Y manueHToB ¢ 0one3Hbro AT
k I'BM 00pa3yroTcs sKCTpakanuuUIIpHBIE TIOTYIyHUS
(50-100%) B ¢dopme moiymecsna B MPOCTPAHCTBE
Karcynsl boymeHa ¢ koMIpeccreil CoCyaucToro Kiry-
Oouka, kauaukoir BIII'H ¢ Tsbkemoi aprepuaibHON
runeprensueit, anemuert, OIIIL. B 40-60% ciydacs
COIIPOBOX/IAETCSI TEeMOPPArHYeCKUM aJIbBEOJIUTOM C
KpPOBOXapKaHbEM 1 JIETOYHBIM KPOBOTEUEHHEM BCIIEI-
cTBHE 00pa3oBaHMs ayToaHTHUTeN Kiacca [gG k u3o-
tdbopme a3 (IV) xomwrarena IV tama 'BM [1-7, 9].

Cungpom ['ymmacuepa (Goodpasture's syndrome)
wm 6omne3ub ¢ AT k 'BM (anti-glomerular basement
membrane antibody disease) — ayTOMMMYHHBIH Backy-
JUT COCYIOB Majoro THaMeTpa, 0OyCIOBICHHBIH 00-
pasoBanueM AT knacca IgG k HeKkosIareHoBOMy JI0Me-
Hy-1 a3-meru (a3NC1) kommarena [V tuma I'BM [1-7].

Kak u3BecTHO, B MMMYHOTE€HETHKE CBS3b I'€HOB
HLA wu Gome3neli paccMaTpuBaeTCsl Kak Te€HETHYe-
CKasl IEeTEpPMHUHUPOBAHHOCTD U accolManus. bone3Hp
¢ AT k I'bM umeeT cCHIIbHYIO acCOIMALIMI0 C TeHAMU
HLA II xnacca. Ilpumepno 80% mnanueHToB Hace-
naytot rartotunn HLA-DR2 [6, 10]. ITpu ayroummyH-
Holi 6onesnu ['yanacuepa nanueHThbl 1eMOHCTPHPYIOT

cwiibHy10 accormanuio ¢ rerom DRB1 HLA II knacca
[1, 6, 10]. PesynbTaThl yKka3blBatOT Ha TO, YTO aCCOIIM-
aruu reroB HLA 11 xacca u 6ome3nu ['yanacuepa ot-
pakaroT CIIOCOOHOCTh OMpeAeieHHBIX MoeKky T HLA
II xmacca cBA3BIBATH M MPEACTABIATH MENTHIBI U3 ay-
ToanTureHa T-xennepHbIM KieTkam [1, 4, 6, 7, 10].

HedputorenHoe ayTOaHTUTENO — KOMILIEMEHT CBsI-
spiBatoiuii moatun IgGl u IgG3 HampasiieHo POTUB
HekomwtarenoBoro npomeHa-1 (NC1) a3-memm (a3NC1)
xomtareHa IV tuma I'BM kirybouka (ayToaHTHTEHa
I'ynnacuepa). Aytoanturena kiacca IgGl u 1gG3 06-
pasyroTcs NpOTUB aHTUTeHa o3-1enu KojutareHa [V
TUTIA ANBBEOJLIPHBIX, KIYOOYKOBBIX U JUCTAIBHBIX
KaHAJIBICB 0a3aIbHBIX MeMOpaH [1-7]. M3BecTHO, 4TO
n3oopmel koyutarena o3 (IV) mpHCYTCTBYIOT B KITy-
6ouxoBbIX ['BM m karicyite boymena, 6a3aisHON MeM-
OpaHe IUCTANBHBIX KAHAIBIIEB, CIIYXOBOM CIHPATEHOM
aHanm3arope, OaswsIpHOi MemOpane. OO1ee MpucyT-
ctBre m30hopmbl 03 kowtareHa [V tumna B 0a3ambHBIX
MeMOpaHaX KalwUIIPOB KIYOOYKOB M KaHAIIBIIEB I10-
YeK, aJIbBEOI JIETKUX OOBSICHSIET Pa3BUTHE ITYJILMOHO—
peHaILHOTO cHHIpoMa TTpr Oone3Hu [ 'ynnacaepa.

MexaHuU3MBl aKTUBAIUU CUCTEMBI KOMILJICMEHTA
MO KJIACCHYECKOMY, allbTEPHATHBHOMY U JIEKTHHOBO-
My IIyTH Yy NTALUEHTOB C BaCKyauToM, aHTu—1 BM He-
¢dbputom akTHBHO M3ydatores [11, 12].

R. Ma et al. (2013) [12] omybauKkoBanu pe3ynbTa-
THI HMICCJIEIOBaHUSI YPOBHEW KOMITOHEHTOB CHCTEMBI
KoMIuIeMeHTa B 1wiazme u Mode (Clq, JexkTuHa, cBi-
3BIBAOINETO MaHHO3Y, GakTopa B (Ba), C3, C3a, C4,
C4a, C5, C5a u pactBopumoro C5b-9 (sC5b-9) meTo-
nom MDA) y 20 manumentoB ¢ antu—I bM HedpuToMm,
MOJTBEPKICHHBIM OHOTICHEN MOYKH. ABTOPHI YCTa-
HOBHJIM y BCEX TIOBBINIIEHHE KOMIIOHEHTA KOMILIEMEH-
Ta B 1azme u Mmoue sC5b-9, Hopmanbusie ypoau C3
u C4 B ma3me. BBIsSBICHO MOBBIILIEHUE B TUIa3M€E KOM-
moHEeHTOB KoMIuieMenTa C5ay 15% u sC5b-9 y 30%
MaIMeHTOB, B Mo4ye OOHapykeHO mnosblieHue CSa B
100% u sC5b-9 B 92% ciyvaeB. BrisiBieHs! moso-
JKUTEIIbHBIE KOoppersiiuu ypoBHei sC5b-9 B mumasme
n C5a B Moue ¢ KpeaTMHHHOM ChIBOpoTKH (r=0,56,
P=0,01; r=0,68, P=0,02 COOTBETCTBEHHO) M TPOIICH-
TOM SKCTPaKaNWUISIPHBIX TONYIYHHA B KIIyOOUKax
(r=0,60, P=0,005; r=0,75, P=0,005 coOTBETCTBEHHO).
[oBeimenue kommoneHTa sC5b-9 B urasme aBropamu
WICHTU(PHUIIMPOBAHO TMPEIUKTOPOM MOYECYHOH HE0-
crarounoctu (OP 1,46; 95% JI1 1,12-1,90; P=0,005).
Hccnemorarenu R. Ma et al. (2013) [12] cuurarot, 4To
aKTHBAIUS CUCTEMBI KOMIUIEMEHTA UTPAET POJIb B TIa-
TOTeHEe3€e TIOBPEKACHNUS MTOYEK y MalMeHTOB ¢ Ooes-
Hbio ¢ AT x 'BM 3a cuet addexra CS5a u/mmm C5b-9,
MPUBOJISIIETO K JIM3UCY KIETOK. ABTOPHI IMPEIIO-
JIOXKWJIM aKTUBAIIAI0 CUCTEMBI KOMIJIEMEHTA T10 aJlb-
TEPHATHBHOMY ITyTH y MAaIUEHTOB ¢ Oone3Hbto ¢ AT
k I'BM, yka3biBasi Ha HEOOXOMUMOCTh JATHHEHUIIIETO
WCCIIE/IOBAHUS TIOYEYHOW TKaHU C LIEJBI0 YCTaHOBJIE-
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HUSl POJIM KJIACCHYECKOTO W/WJIM JIGKTUHOBOTO IMYTH
AKTHBAIIMU CHCTEMBI KOMITJIEMEHTA.

B nanpheitmem R. Ma et al. (2014) [13] mo pe3yins-
TaraM UMMYHOTHCTOXHMHYECKOTO W MMMYHOQITyopec-
LIEHLIEHTHOTO UCCIIeA0BaHMs OuonTaros nouek y 10 ma-
reHToB ¢ 6oe3Hbio ¢ AT x 'BM oOHapy KFTH JTHHEH-
HbIC OTIIOKEHHUST KOMITIOHEHTOB KoMmIuiemenTta Clq, C3d,
C4d u C5b-9, daxropa B, nporrepauna Boas 'bM kity-
6ouxa. Kpome toro, Clq, haxrop B u nponepaun Obim
JIOKaJIM30BaHbI COBMECTHO ¢ C5b-9. IHTeHCHBHOCTS OT-
noxenuii paxropa B (3,3 mporus 1,2, P<0,001) u C5b-
9 (3,2 mporuB 1,6, P<0,001) okazanach 3HAYUTEIHHO
BBIIIIE B KITyOOUKAX C SKCTPAKAMMLISIPHBIMU TIOTYTyHH-
SIMH TIO CPaBHEHUIO C TAaKOBBIMHU O€3 MOy TyHH. ABTO-
PBI TIPUILIN K 3aKJIIOUEHUI0, TIpH aHTH—I bBM—0one3nn
crcTeMa KOMIUIEMEHTa aKTUBHPYETCS KaK ajIbTepPHATHB-
HBIM, TaK 1 KITACCHYCCKUM ITyTeM B moukax [13].

J. O. Flynn, J. Kotimaa, R. Faber-Krol et al. (2018)
[14] monTBepAUIN aKTUBAIIUIO CHCTEMbI KOMILJICMCH-
Ta MO KJIACCHYECKOMY U aJbTEepPHATHBHOMY TYTH B
JKCiepuMeHTa bHOI Monenu 6one3nn ¢ AT k 'bBM y
MBIIIEH HA OCHOBaHUM OTJIOXKEHHUS IporepanHa, C3 u
C9 B xmyOoukax [14].

Bonesnp Goodpasture BcTpedaercst y B3pOCIBIX €
yactoroii menee 1,0 mim 1,64 Ha 1 MUUIMOH Hace-
JICHUS 10 TAHHBIM MOP(OIOTUYECKUX HUCCIIETOBAHUN
OuonTaToB IMOYEK WM OOHApPYKEeHHS IOBBIIICHUS
antu—I BM AT knacca IgG B kpoBu [3—7] u oueHb
penko y npereit u noapoctkoB [1-4]. Cpenn BIII'H
autu—I bBM—uedpur (Anti-GBM-nephritis) muarao-
CTUPYIOT Y MEAUATPUICCKUX ManueHToB B 3—12% u
B3pocibix B 10-15% cnyuaes [1, 4, 6, 7].

[Ipunsto cuntars, yro yame 6one3ns ¢ AT k 'BM
(6one3np ['yamacuepa) mopakaeT MajJBYMKOB B ITOMI-
poctkoBoM Bo3pacte. G. Dorval et al. (2017) [4] npu
aHaJM3e JaHHBIX JUTEPATyPhl ONPOBEPIITN 3TO MOTOXKE-
HUE y MeINaTpU4eCcKuX y ManrueHToB ¢ 0ose3nsio I'ya-
racyepa, OonpenenvB cpeau 31 3aperucTpupoBaHHOTO
PEeAKOro ciiyyasi CpeJHU BO3pacT JEeTeld K MOMEHTY
JTUArHOCTHKH 9,2+4.6 T, TpeoOiaganue 1eBoueK (CooT-
HOIIICHHE MAJIBYMKOB U JIeBOYCK 1:4).

OrtuonorndeckumMu  (GakTopaMu, MTPEAIIECTBYIO-
My pazButuio 6onesnu ['yamacuepa ¢ AT x I'BM,
CUUTAIOT KypeHHE CUTAPET, BIILIXaHHUE YTIIEBOJJOPOIOB
Y TOKCHHOB, TSKEITBIX METAJUIOB, BUPYCHBIC U OaKTe-
puadbHbIe HHPEKINUN y ManueHToB [1-7, 9].

JlaHHbIe MUTEPATYPHI CBUACTEILCTBYIOT, UTO KITU-
HUYeckas MaHHudecTanus ayTOMMMYHHOW OO0Jle3HH
Goodpasture ¢ AT x 'BM y nereit n mogpocTKoB xa-
pakTepu3yeTcsi MyJIbMOHO—PEHAIBHBIM CHHIIPOMOM,
6o nzonupoBanHbiMu BIII'H mmm anbBeonuToMm c
JIETOYHBIM KpoBoTeueHueM [ 1-7]. Y neauaTpudeckux
MAIMEHTOB MPU3HAKHA TeMOPPATHUECKOTO aTbBEOIUTA
(ompIIka, Kamienb W KPOBOXapKaHbE), JIMXOpAJKa U
HEJIOMOTaHHE YacTo MpeauecTByoT kinHuke BITTH
3a HECKOJIBKO MECSIIEB MU HEIeIb.
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T. Sigsmanlar-Eyiiboglu et al. (2019) [15] ony0mnu-
KOBaJIM HaOmrozieHne 14-J1eTHero mojipoCcTKa ¢ CHHPO-
MoM Goodpasture, KOTOPBIH XapaKTepH30BaJICS N30JIH-
POBaHHBIM MOPAKECHUEM JIETKUX C aJIbBEOJIIPHBIM KPO-
Boreuennem 6e3 bIII'H. B npyrux uccrienoBanusx onu-
caH u3oaupoBaHHbid aHTH—I BM—-Hedput. C.Nagano et
al. (2015) [16] nnarnoctuposanu antu—I bM—uedpur
¢ noeimeaneM AT k 'BM 1 HopManbHOU (yHKIIHEH
TOYEK Yy 8-JIeTHEH AeBOYKH C MEPCUCTHPYIOIINM MOYe-
BBIM CHHJIDOMOM (TeMarypus W TMPOTEUHYPHs, BHICO-
KW MOYEBOM MPOTEeNH/KPeaTUHUHOBBIN WHJIEKC), TIPU
HOPMAaJIbHBIX TOKA3aTesIX apTepUalbHOIO JABJICHUS,
CBIBOPOTOYHOT'0 KPEATHHIHA U CKOPOCTH KITyOOUKOBOH
¢wipTparun  (CK®). MmMmyHO(IIOOpECIIEHTHOE HC-
CJIeIOBaHUM OMOMNITATOB MOYKH ITOKA3aJI0 JIUHEHHOE OT-
noxenne IgG snoms 'BM xiry6ouxoB. KommbroTepraas
tomorpadus (KT) merkux He BBIIBMIA MATONOTHUYE-
ckux u3MeHeHHi. JledeHue rrazmadepe3om u myibe-
Tepanueil BHyTPUBCHHO (B/B) METWINPEIHU3ZOIOHOM,
k10 ochamMIIOM JaJI0 KITHHIIeCKHA d(h(EKT 1 oT-
puuarenbhble TecTsl Ha AT k 'BM u nporennyputo.
VY nanuenTtoB 6one3npto [yamacuepa onmcan ayTouM-
MYHHBIM BaCKYJIUT LICHTPAJIbHON HEPBHON CUCTEMBI C
CYIOPOXHBIM CHHAPOMOM, BHYTPEHHErO yxa C IoTe-
peii ciryxa, IIyMOM B yIIIax U TOJOBOKpYkeHHneM [17],
YTO MOXKHO OOBSCHUTH MPHUCYTCTBHEM H30(OPMBI 0.3
kojutareHa [V Tuma He TOmbKO B Oa3albHBIX MEeMOpa-
HaX IMOYEK, JIETKUX, HO U BHYTPEHHETO yXa.

YV nannenTos ¢ 6one3nsio ¢ AT k 'BM npu manu-
decranmell TeMOpparuiaeckoro ajabBEOIINTa C KAl
C KPOBOXapKaHbEM M OJIBIIIKOH JHArHOCTUPYIOT MpH
OpOHXOCKOITUH aJIbBEOJIIPHOE KPOBOTEUEHHE W3 0a-
3aJIbHBIX OTJIEIOB, OPOHXO0-aJIBBEOISIPHBIN JaBaX CO-
JIEPKUT Makpodaru, HaChIIIEHHbIE TeMOCHICPHUHOM,
YTO SBIAETCS XapaKTepHOH 0COOEHHOCTBIO aIbBEO-
nspHOTO KpoBoTeueHus [1-7, 9]. Ilpu penrreHorpa-
¢un JIETKMX y TalMeHTOB BBIABISAIOT PAaCCeSHHBIC
Ooyaru YIUIOTHEHHs JIETOYHOM TKaHU, 3aTEMHEHMsI C
HEYETKUMH KOHTYpaMH B 000UX JETKUX, Yalle B IPH-
KOpPHEBOI1 U cpenuHHOM 30HaX. [Ipu remopparuueckom
aJbBEOJINTE y MAIMeHTOB ¢ Oone3npio ['yamacuepa c
AT x I'BM 1o pesynsratam KT sierkux oOHapyKuBa-
eT B 000MX JIETKHX HEPAaBHOMEPHOE YIUIOTHEHHE Je-
rOYHOM TKaHu JUQPy3HOTO XapakTepa, 3aTeMHEHHS B
BUJIE «MAaTOBOTO CTEKJIa», B XPOHHYECKOW CTaANH —
npusHaku (pudbpo3a jgerkux [3—7].

bonesns ¢ AT k 'BM y neauarpuyeckux nanueH-
TOB XapakTepu3yeTcs KIMHUYeCKOW MaHu(ecTarmen
BIII'H ¢ HedpuTHueckoro wim HeppOTUIECKOTO CHH-
JpoMa C reMaTypuei, apTepualbHOM I'MIEPTEH3UEH,
anemueit u OIIIl Ha 3aMeCTUTENHHON MOYEYHON Te-
paruu (3I1T) remonuanu3oM WM TEPUTOHEATLHBIM
nuanmm3oM, ucxonoMm B TIIH B TeueHMe HECKOJIBKUX
HeAenb WIN MecsueB, peakumu ciydasmu OIIII ¢
BOCCTaHOBIeHUEM QyHKImH [ 1-7].

Mukpockonusi OMONTATOB MOYKH TPU CHHIPOME
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Goodpasture JeMOHCTPHPYET T[IOMEPYJIOHEDPHUT C
SKCTpaKaMWUIIpHBIMU nonyayHusMu 50-100 %, pasz-
peiBel [ BM, (hubpuHOMIHBI HEKPO3, TyOyTOHHTEP-
CTHIIMAIIbHBIE N3MEHEHUS, IPY UMMYHO]ITyopeceHT-
HOM M UMMYHOTHCTOXUMHUYECKOM MCCIIeIOBAHUH —JTH-
Heruble aeno3uTsl [gG, C3, C5a u C5b-9 koMIToHeTOB
koMIieMeHTa Baonb [’ BM kiry6oukoB, kamncynsl boy-
MeHa, 0a3aJbHBIX MeMOpaH IHCTAIBHBIX KaHaJbIICB
[1, 3-7, 12, 13]. CunuTtarot, 94TO ACKTPOHHAS] MUKPO-
CKONMsl OMONTATOB UMEET OTPaHHYCHHYIO JIOTIOJIHH-
TEJIbHYIO IIEHHOCTh B JAHarHoctrke Oone3nu ['ymmac-
Yyepa, MOKa3bIBasg HecHenupuIeckue O0COOCHHOCTH
skctpakarmmsipHoro bIITH ¢ momymyausamu [6].

JlmarHo3 mauonarndeckoi Oonesnu ['yamacyepa y
JieTeil ¥ TOAPOCTKOB YCTAHABIMBAIOT HA OCHOBAaHUU
kuHIYeckuX nposeiennit BITTH ¢ HedpuTHueckoro
WK He(HPOTHUECKOTO CHHIpPOMA C TeMaTypHel, apre-
puanbsHoi runieprensuet u OIII1, anemun, reMopparu-
YEeCKOTO aIbBEOJINTa C KPOBOTEUEHHEM, OOHAPYKEHUS
npu MDA noseiuenust antu—I'bM AT knacca 1gGl,
1gG3, C5b-9, nopmanbhbix ypoBHei C3 u C4 xomro-
HEHTOB KOMIUIEMEHTa B KpPOBH; MOP(]OIOrHYECKON
kapTuHbl BIII'H HEKpOTU3UPYIOLIEro ¢ 3KCTPAKAUII-
nsipHbIME TIoyayHEAME 50—100 %, ipr “MMyHO]ITFO-
OpECIIEHTHOM HCCJIeIOBaHNM JIMHEWHBIX IgG oTmnoxe-
HUH BIOJIb KITyOOYKOBBIX U aJIbBEOJISIPHBIX 0a3aIbHBIX
MeMOpaH 1o OMOTICHH TTOYKH WK JeTKuX [1-7].

VY GonpHBIX ¢ 6one3Hb0 I'yanacuepa ¢ AT k 'BM
npu manugectarmu BIITH ¢ OIIII u remopparnye-
CKOTO aJIbBEOJIUTA C KPOBOTEUCHHEM BBISBIISIFOT BHY-
TPHUCOCYIUCTYIO aKTHBAIlMI0 TPOMOOOOpa3oBaHUS ¢
BBICOKMM ypoBHeM D-1rmMepa u HopMabHbIM QuOpH-
HoreHa, TpomOonmToB, MHO, miu cucTtemMHyro Koa-
T'YJIOTIaTHIO TIOTPEOJICHHST CO CHIDKEHHEM (haKTOpPOB
CBEpPTHIBaHUS KpOBH, TpomOonmTos [1, 18].

S.R. Williamson et al. (2011) [18] moka3amm
KITMHAKO-MMMYHOJIOTHYECKHE W MOP(OIOTHYECKHe
ocobennoctn Oonesnu ¢ AT k I'BM ¢ manudecra-
nueil BIITH ¢ skcTpakanuuIsipHBIMUA TOTYJIyHUSIMU
n OIIIl, u remopparuuecKoro aabBEOIUTa Yy TPOUX
MansaukoB 17, 10 u 10 net. IlpoBoaumast marmeHTam
IyJIbC-TEPAIUsl METHUIIPEIHNU30JIOHOM B COYETaHUH C
mwia3madepe3oM, MUKIOGOCHaHOM, 3aMECTHTEIBHAS
noyevHas teparms (3[1T) meputoHeanbHBIM AUAITN30M
Jana KITMHAYeCKni 3¢ (eKT U OTpUIATeIbHBINA TECT Ha
AT x I'bBM, HO 0e3 BoccTaHOBIIEHUS (DYHKITHH C UCXO-
nom B repmunaibayio XbII. J[Boum metsim ¢ manuge-
cranueii 6one3nu B 10 JeT ¢ oTpUIaTEIbHBIM TECTOM
Ha AT x I'BM B Teuenune 12 mecsreB Obla yCIICITHO
OCYIIECTBICHA TPAHCIUIAHTAIUS IOHOPCKOW TOYKH C
(yHKIIFOHMpYIOMUM autorpadrom 2 rozxa u 3,5 net.

C.P. Menzi et al. (2018) [19] mpeacTaBum JaHHBIC
KaTamHe3a (B cpenHeM 3,8 jet) 24 nereit ¢ Mmanudecra-
et 6onesnn Goodpasture B Bo3pacte oT 2,75 JIeT 10
16 net, u3 Hux 46% nesouek u 54 % manpunkoB. Ha-
YaJbHbIC POSIBIICHHS OOJIE3HH Y JIeTel XapaKTepru30Ba-

JIMCH ITYJIbBMOHO-PEHAIBHBIM CHHAPOMOM B 75% u pe-
HaJIBHBIM B 25 % citydaeB. Y 24 MarueHToB ¢ 00J1e3HBI0
Goodpasture BbISIBIICHBI peHaIbHbIE CUMIITOMBI (91 %),
nerounble (63 %), AT x I'BM (100 %), nBoiiHOE coBma-
neane AT x 'BM u ANCA (25%). Pesynsrarer 6uor-
CHH TTOYKH Y 24 MAIMEeHTOB MTOKa3aJIN AKCTPAKAITHILISP-
Hble nomytyHust MmeHee 50% B 23 %, 50-90% B 41 %,
oonee 90% B 36% ciryuaes. Jleuenue miazmadepezom
U nynbe-Tepanueil mukinodochamumom, ananuzom (13
HuXx 17 remonnanu3oM M 2 NEPUTOHEANbHBIM JUAIU-
30M) nonyumnd u3 24 manueHtoB 19 (80%). Oxnomy
peOCHKY Ha3HaYaJIi MUKO(EHHOIAT MO(METHII, a3aTHO-
TIPUH, PUTYKCUMa0. ABTODPBI BBISIBUIN Y pebeHKa 2 JeT
ocobeHHOCTh TeueHus: Oone3nn Goodpasture 6e3 Jre-
rouHbIx cumiromoB. Karamues nereit ¢ 6oiesubio ¢ AT
k ['BM nokasan mporpeccupoBaHue 10 TEpPMUHAIBHON
cranuu XbI1 B 6omee 50 %, y 5 neranpublii ucxon [19].

KomOunupoBannblii BIIT'H ¢ anTuresamm k
I'BM n k muromiasme Heiitpodpuios (ANCA) y
nequaTpuyecknx mnanueHToB (Combined rapidly
progressive glomerulonephritis with anti-GBM and
anti-neutrophil cytoplasmic antibody (ANCA) in pe-
diatric patients)

Y nemuarpudecKkux —TAIMeHTOB ¢ OO0Je3HBIO
Goodpasture ¢ antutenamu k ['BM B 20-30% BBIsB-
nsitor Hammuue AHITA k Muenonepokcumase HEUTpo-
GbunbHBIX TpanysonuTos [1-7, 9, 20]. B nurteparype uc-
nionb3yeTcst epmuHonorusi: BINITH ¢ AT k 'BM u MPO
HEUTPOUIIBHBIX TPaHYJIOUUTOB Wi aHTH—I BM—060-
ne3nb ¢ AHIIA (Anti-Glomerular Basement Membrane
Antibody Disease and Anti—Neutrophil Cytoplasmic
Antibodies) wim antn— ['BM—60mne3up ¢ AHIIA, xom-
ounuposannbeiii anti—I BM 1 AHI[A—accormupoBan-
Held momepynonedput (Double—Positive Anti-GBM
and ANCA-—associated glomerulonephritis [ 1-7, 20, 20].

J.Yuan et al. (2013) [22] B matoreneze AHI{A—acco-
[IUMPOBAHHOTO BACKYJIUTA OTBOIAT IICHTPATBHYIO POJIh
AKTHBALIMHA CUCTEMbI KOMILJIEMEHTA TI0 aJIETePHATUBHO-
My MyTH ¢ obpazosanrem CSa, Bzaumozaeiicteuio CSa n
C5aR. TloBpexxaeHue sHAO0TENUs] COCY/IOB MEJIKOTO Ka-
mopa npu AHI[{A—accormupoBaHHOM BacKyauTe (M-
KPOCKOITMYECKOM TIOJIMAHTHUTE) Y TEAUATPUIECKIX U
B3pOCIIBIX MAIMEHTOB OOBSICHAIOT 00pa30BaHUEM AyTO-
AHTUTEIl K MUEJIOIIEPOKCHIa3e HEUTPO(DIIIHHBIX TPaHy-
JIOITUTOB, AKTUBAIIMY CUCTEMBI KOMIDIEMEHTA TI0 AJIbTep-
HaTUBHOMY ITyTH, B3aumoencTerueM C5a u C5aR [21].

Ob6HapyxeHHue y meJuaTpuyecKux MalrueHToB oJl-
HOBPEMEHHO BBICOKOTO TUTpa ayToaHTuTes K [ BM 1
AHIIA k Muenornepokcuiasze HeUTpOPHIBHBIX IPaHy-
JIOLUTOB CYUTAIOT (PAKTOPOM IIJIOXOTO ITPOTHO3a U3-32
0omee TSDKENBIX KIMHUYECKUX MPOSBICHUHN ITYyJIbMO-
HO—PEHAIBHOTO CHHJpPOMa, peppakTEpPHOCTH K Tepa-
MU, PEIIUINBOB, UCXO/Ia B TEPMUHATHHYIO TIOYCUHYIO
HEJIOCTATOYHOCTh, XapaktepHbix ana AHI[A-acco-
[UUPOBAHHOTO MHUKPOCKOMUYECKOTO TIOIHMAHTHUTA
[1-6, 20, 22, 23]. Ilpu3HaHO, 4YTO OIHOBPEMEHHOE
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OTIpEICTICHUE BBICOKOTO TUTPA ayTOAHTUTEN K MUEIIO-
MIepOKCHIa3e¢ HEUTPOPIITLHBIX rpanyonuToB (MPO—
ANCA) n autu-I'bM AT y neauarpudeckux 1 B3poc-
JBIX TTAlHEHTOB IPOHUCXOIUT C OONBIIEH YacTOTOM,
4yeM cuuTanock panee [1-6, 7, 20].

M. Canney, M.A. Little (2017) [20] B perpocriek-
TUBHOM UCCJICIOBAHUHU OIICHWIN KITMHUYECKIE OCOOCH-
HOCTHU U JJOITOCPOYHbIE PE3YIBTAaThl U3 YETBIPEX €BPO-
MEeHCKUX IEHTPOB y 568 B3pOCIBIX MAIL[MEHTOB C BAaCKY-
muToM, accoruupoBanHbiM ¢ AHIIA, y 41 manuenTa c
antu—I bM—3aboneBanneM u y 37 MalMEHTOB C BHICO-
kM TuTpoM AHIIA u antu—I ' BM AT. Takue nanueHTbI
MMEIN XapaKTePUCTUKN BACKYJIUTa, aCCOLIMUPOBAHHO-
ro ¢ AHIIA, takue kak pacrnpezieseHue o Bo3pacty u
Oosee AUTeNbHAS TPOIODKUTEIEHOCT CHUMITTOMOB JI0
MTOCTAaHOBKH JMArHo3a, a Takke 0COOEHHOCTH 3a0olie-
BaHMsI, BeI3BaHHOro aHTU—I BM AT, Takue Kak TsKeloe
nopaxeHue nouek ¢ O u Beicokast yacToTa JIErOYHbIX
KkpoBoTeueHuit. O0I1ast BEBLKUBAeMOCTb MAIEHTOB OKa-
3ajach OIMHAKOBOM BO Beex Tpex rpymmnax. [Ipeaukro-
pam¥ TI0XOW BEDKMBACMOCTH MAITUCHTOB SIBUJIUCH T10-
JKUJION BO3PACT, TSLKENasi IOYEUHasi HeIOCTaTOUHOCTh U
JIETOYHOE KpOoBOTeUeHNUE. HU y 0JHOTO marmeHTa Toib-
KO C ayTOMMMYHHBIM aHTH—I BM-HedpuToM He OBLIO
permauBa 3a00I€BaHMsI, B TO BPEMsI KaK y TOJOBUHBI
BBDKUBUIMX HalMeHTOB TosbKo ¢ AHIIA-BackynuroM, ¢
BeicokuM THTpoM AHIIA u AT x ['BM peructpuposa-
JIM peLIM/IMBBI B TeUeHHUE TIeproia HabmoneHus (B cpe-
HeM 4,8 ). ABTOPBI 3aKITIOUMIIH, YTO TTAITUCHTHI C OTHO-
BpeMeHHbIM noBbIlieHneM kK AHITA u AT I'BM umerot
ruOpuHbI peHOTHI 3aboneBanHus, TPeOyIOUi nM-
MYHOCYIPECCUBHOI Tepanuu W TIIATEIbHOIO JI0Jro-
cpounoro HaoOmonenus [20]. Hanporus, P.G. Balderia
et al. (2019) [23] B cpaBHUTEIIHLHOM HCCIICIOBAaHUH Y 13
B3pOC/bIX MALUEHTOB C M30JIMPOBAHHBIM aHTU—] BM—
3aboneBanyeM (6) 1 koMOuHUpoBaHHBIM ¢ AHITA—Ba-
cKynuToM (7) He BBIBUIIM CYLIECTBEHHON pa3sHUIBI B
KIIMHUYECKOM KapTHHE, KPOME PElINBOB OOJIe3HN Y 2
U3 7 MalUEHTOB C JABOMHBLIM COBIAACHUEM aHTUTEN. Y
Bcex 13 manmeHToB KOHCTAaTUPOBAaHbI MPOrPECCUPOBA-
nue OIIII B TIIH B TeueHue mepBoro roxa OT KIMHU-
Yeckol MaHW(ecTally, JIeTaTbHBIA UCXOJ B TEUCHHE
5 ner y 2 u3 6 narmentoB ¢ aHTu—I BM—6one3nsio, y
2 u3 7 mauuenToB ¢ anTH—I BM—6one3nsio u AHIIA.
S.P. McAdoo et al. (2017) [23] yka3bIBatOT Ha TO, YTO
MALMEHTh! C BACKYJUTOM COCYIOB MaJIOro JUamerpa ¢
BBICOKUM TUTPOM OJHOBPEMEHHO ayToaHtuten k I'bM
1 MHEJIOTepOKCH Ia3e HeUTPO(MIIBHBIX TPaHYIIOIUTOB,
JeMoHCTpUpyroT Tshkenoe teuenue BIITH ¢ ucxonom
B TIIH, permmmBamm TpeOyror Oosiee TIIATEIHLHOTO
JIOITOCPOYHOTO HAOMIONCHNUS U TIOACPKUBAIOIICH HM-
MYHOCYIIPECCUBHOH Tepanuu B OTJIMYUE OT TAKOBBIX C
TobKO aHTU—I BM Gose3Hsio.

boJe3nb «de novo» ¢ anturesamu k 'BM y ne-
JUATPUYECKUX MAIMEHTOB ¢ CUHAPOMOM AJbIOPTA
nocje TPaHCIJAHTAMU mNo4yek («de novo» anti—
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GBM-disease post-renal transplantation in pediat-
ric patients with Alport syndrome)

B snwmreparype wucmonb3yercs TEPMHHOJIOTHS
[IOCT—TPaHCIUIAHTal{UOHHBIN antu—I bBM-nedpur
i 6one3ns «de novo» ¢ AT x 'bM mipu curapome
Aunbriopta mocie Tpanciuiantanun («de novoy anti—
GBM-disease post—renal transplantation in Alport
syndrome); MOoCT—TpaHCILIAaHTAMOHHBINA aHTH—[ BM
Heputr (post-transplantat anti-GBM nephritis);
antr—1 BM Oone3ns npu cuHapoMe Ambropra (anti—
GBM-disease in Alport syndrome).

M.N. Rheault and C.E. Kashtan (2016) [24] npen-
CTaBWIJIN JAHHBIE, TIOKA3BIBAOIIIE OTCYTCTBHE MPU3HA-
koB XBII y nanueHToB 000MX MMOJIOB B BO3pacTe MEHee
u 6omee 30 ner ¢ mytanueit rena COL4AS5, nmerommx
reMaTypHuio, a y MalMeHTOB 00OMX IOJIOB B BO3pacTe
MeHee u 6oree 30 JeT, UMEIOIIHX TeMaTypHI0 1 TIPOTe-
unyputo, ucxof, B XbII. V nanueHToB My»KCKOro Iosua
C CHHAPOMOM ATBIIOpTa ¢ X—CIEMJICHHBIM THIIOM Ha-
CJIeIOBaHMsl yCTaHABINBAOT Iporpeccuposanue B TITH
B 50% 1o 25 nernero Bo3pacra, B 80% — 110 60 jert, B
100% — crapmie 60 net. IlanueHTHI KEHCKOTO TONa C
CHHIPOMOM AJIBITOPTa UMEIOT PHCK MPOTPEeCcCHpOBa-
uus B TIIH B 12 % B Bo3pacte no 45 nert, B 30% — no 60
net, B 40% — o 80 ner [24]. Kak BugHO, y ienuatpu-
YeCKUX MAaIUEeHTOB B OTIIMYME OT B3POCIBIX C CHHIPO-
MoM Alport, ¢ yaeToM Bo3pacTa peke BOSHHUKAET Mpo-
rpeccupoBanue B TIIH. M.N. Rheault and C.E. Kashtan
(2016) [25], C.E. Kashtan (2018) [25] neMoHCTpHPYIOT
O0COOEHHOCTH Pa3BUTHsI MOCT—TPaHCIUIAHTALIOHHOTO
antu—1'BM Hedputa y marmenToB ¢ CHHAPOMOM AJIb-
nopra. IlocTpamaBmiuMK ManyeHTaMH OKa3bIBaOTCS
MY>KYUHBI ¢ X—CIEIIEHHBIM CHHJIPOMOM AJIbIIOpTAa,
OIHUCAaHBl PEIKUE CIy4au y JKEHIIHUH C ayTOCOMHO—pe-
neccuBHO# popmoit. ArTH—I BM—0601e3nb «de novoy
¢ AT mporuB uzopopmsl o5(IV) komrarena IV tuna
I'BM ycraHaBiuBarOT y NAlMEHTOB MY)KCKOIO I0ja
¢ X—CILEIUICHHBIM THUIIOM HAaCJIENI0BaHUSI CHHIPOMOM
Aunbniopra Benenctue myTaruu rena COL4A5 B 2-3 %
wi 3—5% B TeueHue MepBoro rofa Mocie TpaHCIUIaH-
TaIlH, 9TO IPUBOIUT K HEOOpAaTUMOii ToTepe QyHKIMN
TpaHCIIJIAHTaTa B TEUCHNE HECKOJIBKUX HEJIENb WU Me-
careB. B ciaydasx pa3BUTHSA TOCT—TpaHCIUIAHTAIMOH-
Horo Hedpura ¢ AT k 'BM y nauueHToB KEeHCKOTO
MYKCKOTO TT0Jla ¢ ayTOCOMHO—PEIIECCHBHBIM CHHIPO-
MmoM Alport Benencreue mytanun reHa COL4A3 mutire-
b0 AT sBrsercst a3 mernsb koiiarena [V tuma [24, 25].
IlanyeHTsl ¢ ayTOCOMHO—PELIECCUBHBIM THIIOM HacJe-
JIOBaHMS CHH/IPOMA, y KOTOPBIX AUATHOCTHPYIOT aHTH—
GBM HedpuT B TpaHCIIAHTUPOBAHHON HOPMAJILHOM
nouke, nmeroT AT k m3odopme a3-nienm kortareHa [V
THIIa, CBSI3aHHOTO ¢ HauonarndeckuM antui—GBM cun-
npomom Goodpasture [24, 25].

S.P. McAdoo and C.D. Pusey (2017) [6] yka3bIBatoT,
TIOCIIe TPAHCIIAHTAIIMH TTOYKH Y TTAI[HEHTOB C CHHJIPO-
MoM AJibriopta MoryT oopasoBarbesi AT k 'BM B kaue-
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CTBE ayTOOMMMYHHOTO OTBETA HA aHTUI'CHBI, COAEPIKa-
Mecs B «HOPMAJIBHBIX» Lemsx o3, o4, a5 KoyuareHa
IV tuna B annorpancmiantare nouku. AT k I'BM mo-
ryT ObITH 0OHapyxeHbI y 5—10 % manueHToB ¢ CHHIPO-
MOM AJBIIOPTA MOCIIE TPAHCIUIAHTAINH, OTHAKO PA3BU-
THE He(bpHTa B AJUTOTPAHCIUIAHTATE BCTPEYAETCsl PEIKO
BeIeicTBUE A deKTa UMMYHOCYTIPECCUBHON TEPAITUu.

AnTH—I'BM—0601€30p TIpUBOAMT K OoJiee arpec-
CHUBHOMY pPELUANBY 3a001€BaHUs U OBICTPON HOTepe
[IOYEYHOI'0 TPAHCIIAHTaTa y B3POCIbIX MALUEHTOB C
X—cleTuIeHHBIM CUHAPOMOM AubriopTa. Penuaus mo-
BTOPUTCS B MOCJEAYIOINX TPAHCIUIAHTALUAX TOYKU
Yy MYXXYUH ¢ X—CICTUIEHHBIM CHUHIPOMOM AJBIIOPTA
nipu myTanuu rena COL4AS5, npyu KOTOPOM MHUILIEHBIO
AT nporuB I'bM sBnsercs uens a5(IV) xomnarena
IV tnma. Beibop KMBBIX POICTBEHHBIX ITOHOPOB IS
MAlMEHTOB C CHUHAPOMOM AJBIIOpTa MPOBOAST Ha
OCHOBE T'€HOTHIIA, TUIATEJIBHOIO PACCMOTPEHUS CTe-
neHu pucka pazputus antui—GBM nedpura u tep-
muHanbHOM craguu XbBII. TlanueHTsl ¢ cHHIApPOMOM
AnpriopTa, KOTOpBIC MOTEPSUITH TOYKY M3-32 PA3BUTHUS
IMOCT-TpaHCIUIaHTaMoHHOTo aHTH—I BM Hedpura,
MOTYT MOJTyYUTh MOBTOPHYIO TPAHCIUIAHTAIIHIO C y4de-
TOM WHIMBUAYaIbHOW OIICHKH TeHOTHIIA U (PeHOTHIIA
pelunueHTa 1 >KMBOTo JloHopa [6, 24, 25].

Crparerusi Tepanuu 00JIe3HM ¢ AHTUTEIAMHU K
I'BM y nereii 1 NOAPOCTKOB

[lemmarprueckre W B3pOCIHbIE MAIMEHTH ¢ 00JIe3-
ueto ['ynnmacuepa ¢ BITT'H u OIIII, nero4nsiM KpoBoTe-
YEHUEM UMEIOT BBICOKUI PUCK CMEPTHOCTH, MO3TOMY
TEpauio PEKOMEHAYIOT HAYMHATH HE3aBHCHUMO OT TS-
skectr OIIIT [1-6, 10]. M3-3a HepeaKo BO3HUKAFOIIMX
MonHHUEHOCHOTO Tedenust 6onesuu ¢ AT k 'BM u Beico-
KOW CMEPTHOCTH MAIMEHTOB JICUEHHE HAYMHAIOT €LLE 0
OKOHYATEIIFHOTO TUATHOCTHYECKOTO MTOATBEPKACHUS 1
1o passutus anypuueckor OIIII [1, 2, 9, 26, 27]. Jle-
yenne bIII'H y marmentoB ¢ AT k 'BM pexkomenytoT
B JIBYX ITOCJIE/IOBATENBHBIX (ha3ax: HHAYKINS PEMICCHN
Y TTOJI/ICP KUBATOIIIAS] TEPATHS TS TPEAOTBPAILICHHUS Pe-
uuauBoB [2]. MHAyKIMsS peMUCCUU: JISUeHUE TaIlleH-
TOB ¢ OoJe3HbI0 ['yamacuepa HAMpaBIeHO HA yAaJICHUE
Y TIpeIoTBpalieHre 00pa3oBaHUs HOBBIX ayTOAHTHTEI
knacca IgG k HekomrareHoBOMy JoMeHy-1 o3-meru
(a3NC1) xommarena [V tuma I'BM, uto mocturaercs B
pe3ysbTare IpUMEHeHHs: KOMOMHAIMY 11a3madepesa u
MyJIbC-TEPANMK METUIIIIPETHU30JI0HOM [ 1, 2, 9, 26, 27].
IlepBoii nuuueli seuennss BIIIH y nepmarpuyeckux
MAIMEHTOB SIBJISIIOTCS MYJILC—TEpanusi KOPTUKOCTEPOU-
JaMu (METHIIPEes, COMyMEApOS) B CHHXPOHM3AIMHU C
m1azMadepe3oM, MUTOCTaTHYeCcKas IHKIIo(ochamu-
1o [1, 2]. B GonbIMHCTBE CITydaeB HAUMHACTCS Jiede-
Hue nenuarpuueckux narmentoB ¢ AHI[A—accormu-
pOBaHHBIM BacKynuToM uiu Oose3nbio ¢ AT k I'BM ¢
MyJbC-Tepanuy MeTHINpeaan3oiona (15-30 Mr/kr, He
Gonee 1 r) BHyTpHBEHHO B TeueHue 1 yaca, Kypc ocy-
LIECTBISIIOT 3—5 JHEH moapsia, Jajiee MpoaoJKaroT ve-

pe3 pOT MPEAHU30JIOHOTEPAIHIO B 103€ 2 MI/KI/CYT (HE
boee 60 MIr/cyT) ¢ IepexoIoM Ha MHHUMAJTBHYIO Tepa-
MHeBTHYeCcKyIo /103y 1,0—-0,5 MI/KT B allbTepHUPYIOLIEM
peXHUMe B TeUCHHE HECKOJIbKUX MecsteB [1, 2, 9].
[Tna3zmacdepe3 B KoOMOMHALIMH ¢ IMMYHOCYIIPECCHB-
HOU Tepanwueli BriepBbie ObLT pemiokeH C. Locwood et
al. (1977) [27] npu curnpome ['ynmacdepa, ero ycrer-
HO HCHONB3YIOT Oonee 44 jieT. DPPEeKTUBHOCTE TIIa3-
Madepesa mpu 6one3nu ¢ AT x 'BM y B3pocibIX U mie-
JIMaTpUYECKUX MallMeHTOB JiokaszaHa [1, 2, 9, 26]. Tlpu
6onesnu ['ynmacdyepa pa3zpaboTaHna METOIUKA TPOBE/IE-
HUSI CEaHCOB TUTa3Madepesa ¢ MoCIeyIOIM BHYTPH-
BEHHBIM BBEICHUEM BBICOKHX J[03 METHIIIIPEIHN30JI0HA
(20 Mr/kr) IOOYEepeTHO A0 TEX IMOp, TOKa aHTHUTEIa K
I'BM He GynyT oOHapy»HBaTh B KpoBH (B cperHem 4
Hen) [1,2, 18, 19, 26]. ITaimenTam ¢ reMopparu4eckium
AJIbBEOJIUTOM C KPOBOTEUEHHEM 00OCHOBAHO TPOBE/Ie-
HHe He MeHee 14 ceaHcoB m1a3Madepesa Win 10 OTpH-
narenbHbeix anam3oB Ha AT k I'BM. [lenuarprueckum
marpeHTaM ¢ Oose3npto ['yamacuepa mpoBomar 7—14
ceancoB ma3madepesa (2 oobemamu miazmadepesa C
4,5% pactBopoM anmbOymuHa) [1-6, 18, 19, 26]. O6o-
CHOBaHBI BHYTPUBEHHBIE HH(Y3UH pacTBOpa aIbOyMHu-
Ha, a TIPH CHW)KEHWH YPOBHsS (DaKTOPOB CBEPTHIBAHUS
KpPOBH—CBEXKe3aMOpoXkeHHOH ma3mel. L. Butani (2019)
[1] mpuMeHSIOT CBEXE3aMOPOKEHHYIO JIa3My B KOH-
e oOMeHa y MaIMeHTOB C JIETOYHBIM KPOBOTEYEHHEM
C TIeJIbI0 BOCIIOJHEHHS (DAaKTOPOB CBEPTHIBAHUS KPOBH.
Baxnoe 3HaueHMe JUI1 BOCCTAHOBJICHUS (DYHKIINH TIO-
yek y nanuenToB ¢ Ol Ha remoimanuse uMeeT CUH-
XpOHHasA Tepanus IutasMadepe3oM C Iylbc-Teparuen
BBICOKMMH JI03aMU METHIITIPEHU305I0HA [3, 4].
[Tna3smodepes pekoMEeHI0BaH MAIMEHTaM TPy Ma-
Hudectammu 6one3nn ['yamacuepa ¢ BIII'H u OIIIT
MIpY YpOBHE KpeaTHMHUHA CBhIBOPOTKH Oosiee 400-500
MKT/JI, aJIbBEOJISIPHBIX T€MOpPparuii, peppakTepHOCTH
K Teparnmu [1, 2, 9, 18, 19]. PekoMeHayIOT B JIeueHUN
narpieHToB ¢ AT 1 'BM ucnone3oBars miasmadepes u
MMMYHOCYIpecCHBHBIE Iipenaparsi [1, 2, 9, 18, 19, 27].
B nmuteparype o0OCyXIar0T ajabTepHATHBHBIA METOI
ummyHoancopormu (MAC) — crnenuduyeckoro o4u-
[ICHUs, TIPH KOTOPOM yAajJeHUe ayTOAHTUTEN Kiacca
IgG u3 kpoBooOpatenus: He TpeOyeT BIMBAaHHUN IT1a3-
MBI, B OTJIMYME OT IuiazmMaoOmeHna [28]. G. Dorval et
al (2017) [29] cooOmmim 0 mepBOM HETUATPHUECKOM
Cilydae, YCIIeITHO MPOJICYSHHOM WMMYHOaicopOIen
B COYCTAHUU C IMMYHOCYTIPECCUBHBIMH TpemapaTaMu
y 7-nerneit neBouku ¢ AT x 'BM u OIIIT (CK® co-
craBuna 38 mi/mun/1,73 m?). BHOTICHS TIOYKH BBISIBU-
JIa MHOTOYHCIIEHHBIE SKCTPaKaILIISIPHBIE TIONTYITyHHS
(80%) u nuneitnpie omnoxkerus 1gG snons ['BM. [le-
CSITh CEaHCOB MMMYHOAQICOPOIMHY MTPHUBENHU K OBICTPO-
My M YCTOHYHMBOMY CHIDKCHHIO ayTOAHTUTET U YIIyd-
HIEHUI0 (PYHKIIMY TT04eK, depe3 21 MecsI] rmocie Hada-
1a 3a6oneBanus CK® cocrasuina 87 mu/mun/1,73 M2
Hukaknx mo6odnsix 3¢dekroB He oTMeueHo. JTa
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myOnuKaus yoequTeNIbHO TOKa3bIBaeT TepareBTHYe-
CKyI0 3 (PEKTHBHOCTF UMMYHOAICOPOIINH, KaK allb-
TEPHATUBHOIO TUIA3MOOOMEHY METOja JICUCHHS MpU
BacKyimTe Mekoro kannopa ¢ AT x 'BM [28].

L. Butani (2019) [1], 06061muB naHHbIC TUTEpPATY-
PBI, PEKOMEH]IyeT MPOBOIUTH Y JIETeH W MOIPOCTKOB
npu nuann3 HesasucumoM BIIT'H ¢ AT x I'bBM mnpu
< 100 % sKcTpaKaMILISIPHBIX TTONYJIyHHI B OMomnTa-
Tax MOYKU BHYTPUBEHHYIO MH(DY3HIO METHIIIPEIHU-
3ooHa 30 mr/kr/cyT (He Oonee 1 T) B TedeHue 3-5
JIHEH, 3aTeM TPETHHU30JIOH 2 MI/KI/cyT (MakCUMyM
60 mr/cyT) yepe3 poT C MEUICHHBIM CHIIKCHHEM B
TeyeHue 69 mecsies. Y MalUEHTOB C TUAIN3 HeE-
3aBucumbIM BIII'H ¢ anTurenamu x I'bBM u < 100 %
AKCTPAKANWUIAPHBIX MMOJIYJIYHUM B OMONTAaTaX MOYKU
OCYIIECTBIISIOT BHYTPUBEHHBIE WHPY3UU ITHKIOPOC-
damunma B moze 500-1000 mr/m*/exemMecsdHO B Te-
yeHue 3 MecsieB wim ukiIodocdamun 2 Mr /Kr/cyT
(per 0s) B TeueHue 3 mMecseB JUOO BBEIEHUE PUTYK-
cumaba 375 Mr/m? exxeHeleNIbHO B TeueHue 4 Heneb.

Tepanua BIII'H, Bkitouaromiass HWHAYKLHUIO pe-
MUCCHH, TIOIJIePKUBAIONTYI0, pepaKTepHOCTH K Jie-
4yeHuto, npezacrasinena no A. Bagga and S. Menon
(2016) [2] (Tabmuma 2).

[Mammentam ¢ BIII'H ¢ AT x 'BM, moxo pearupy-
IOIIMM Ha MyJIbC—Tepanuio HUKIohochamMuIoMm n3-3a
€ro 3HAYUTEJILHOW TOKCUYHOCTH, Ha3HAYAHOT KOMOHU-
HUPOBAHHOE JICYCHUE CTEPOHIAMH | TIa3Madepe3oMm,
pUTYKCUMaOOM Wi MUKOQeHoaT ModeTniaom [1, 2,
6,9, 18,29-31].

[MonmepkuBaOIIy0 TEpamuio MPOBOIAT C IETBIO
npeoTBpaiieHus peuuauBos aHtui—GBM BackynuTa
MPETHA30IOHOTEpAITMEH, UTOCTAaTUUECKOH Maidop-
TUKOM/MM® wii  a3aTHONIPHHOM, ITUKJIO(POochaHoM
4epes pot [2]. [Ipu pedpakrepHOCTH K Teparuu peKo-
MEHJYIOT BHYTPUBEHHbIE WH(Y3MH WMMYHOITIOOYITH-
HoB, aHtutena K TNF-o (infliximab /uHdrukcuma0),
aarutena ¢ CD 20 B- mumdormros [2, 7, 18, 29-31].

B TeueHwe MHOTrMX JI€T Y B3pOCIBIX YCIIEII-
HO TIPUMEHSIOTCS aIbTepHATUBHBIE METOIBI Jieye-
HUS, Takue Kak cneuuduyeckue anturena k CD20-
ITOBEPXHOCTHOMY aHTUTeHY B-imMdorutos [29-31].

M. Touzot et al (2015) [31] y 7 u3 8 marmuentoB AT
k 'bM Habmronamm peMUCCHIO Yepe3 3 MecsIia mocie
Tepanuu putykcumabom. B Teuenme 25,6 mecsues
(mmamnazon 4-93) HaOMIOACHHS BBIKHMBACMOCTD TTAITU-
€HTOB U TOYeYHAas BDKUBAEMOCTh cocTaBmin 100 %
1 75 % COOTBETCTBEHHO, HO IPUMEHEHUE PUTYKCUMAa-
6a ne ynyunmio CKO.

ITporoxon tepanuu AHI]A—accoruupoBaHHOTO Ba-
ckynura, papadorannslii EULAR (2009) mnst B3poc-
JBIX TAIIEHTOB C YYETOM C y4YeTOM TSDKECTH, C BBI-
JENICHUEM MHAYKIIUN PEMUCCUU W TIONICP KUBAIOIICH
Tepanuu, 0si1 MoguduITUpoBaH s aetei L.A. Plumb,
L. Oni, S.D. Marks, K. Tullus (2018) [32]. Anroputm
tepanuu ANCA—-accolMMpOBaHHOTO BacKyJUTa y Jie-
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Telt, npemiokenHbiii L.A. Plumb, L. Oni, S.D. Marks,
K. Tullus (2018) [33], 0O6cykaeH B OTEUECTBEHHOM JTH-
Tepatype 1 NPUHAT K ncronab3oBanuio [33]. I[lpumene-
HHe 1azMadepesa B COYeTaHNH ¢ UMMYHOCYTIPECCHB-
HOU Tepanuen CTepOUIHbIMU FOPMOHAMHU U IUTOTOCTA-
THKaMH, PUTYKCUMAaOOM OKa3bIBeTCS d(D(PEKTUBHBIM Y
MIEIUATPUYCCKUX MAIUCHTOB Kak rpu 6one3nu ¢ AT k
I'BM [1-6, 32-34], Tak u npu AHI|A—accouunpoBan-
HoM Backymute [32—34]. IIpotokonsl neuenns AHIIA—
acCOIMHUPOBAHHOTO BacKynmuTa 1o L.A. Plumb, L. Oni,
S.D. Marks, K. Tullus (2018) [32] u BIII'H no A. Bagga
and S. Menon (2016) [2] MoryT OBITH YCHENTHO TPHU-
MEHEHBI Y TEANATPUISCKUX MAIIMEHTOB C BACKYIUTOM
MEJIKOTO KajauOpa TpH OJHOBPEMEHHOM BBISBICHHU
BeIcokuX TUTPoB AT k 'BM u AHLIA.

BryTpuBeHHble WHQY3MH HMMYHOIIIOOYIHHA B
no3e 0,4 r/kr B TeueHue 5 el (ToTanbHas jo3a 2 1/
Kr) 3 pextuBHb Kak mpu AHIIA—accounnpoBaHHOM
Backynute, kak npu unuonarndeckoM bIII'H ¢ AT k
I'BM, tak u mpu komOuHarwmu anti—I bM—0one3nu u
AHIIA-acconnupoBaHHOTO BacKyluTa y MexuaTrpu-
yeckux narnueHTos [1, 19, 32, 33].

Ecnmu manmenTtam ¢ 6onesnsio ¢ AT xk I'BM pano
HAaYMHAIOT JICYCHWE, HalpaBlieHHOe Ha ObIcTpoe
yOAJICHHEe U CHUKCHHE TMPOIYKIUH ayTOAHTHUTEN C
WCTIONB30BaHUeM ITa3Madepe3a B COUYCTaHHH C FM-
MYHOCYIIPECCUBHON TEpaiy CTEPOUIAMHU U ITUTOTO-
CTaTUKaMH, TO B psAe CIy4aeB BO3MOXKHO JOOHUTHCS
HCXOJIa B PEMUCCHIO C TOJHBIM WM YaCTUYHBIM BOC-
cTaHOBIIeHHEM (GYHKIHH mouek [1, 2, 6]. B3pocibm
U TEeIUATPUICCKUM MalueHTaM ¢ 0one3npio ¢ AT k
I'bBM wunu J1BOWHBIM COBMAJICHHEM ayTOAHTUTENT K
I'BM u AHIIA x Muenomnepokcuaaze HeUTpO(Uib-
HBIX TPAHYJIOIUTOB, WMEIOIIUM BBICOKHMI TPOIEHT
KITyOOUKOBBIX JKCTPAKAMWUIIPHBIX TOMYIYHUN W/

Tabnuua 2 / Table 2
Tepanusa GbICTPO NpPOrpeccupyioLero
rnomepynoHedputa [2]

Treatment of crescentic glomerulonephritis [2]

UHAykums pemuccunn:

MeTtunnpegHusonoH/Methylprednisolone 15-20 mr/kr (He 6onee
1) exenHEeBHO BHYTPUBEHHbIE MHPY3uM Ne3.

Danee npegHu3onoH 1.5-2 Mr/kr/cyT 4yepes3 poT eXeoHEBHO B
TeyeHue 4 Hepn,; cHuxkas 0o 0.5 mr/kr/cyT B TedeHne 3 Mec; 3aTeM
0.5—1 Mr/Kr B anbTEPHUPYIOLLLEM PEXMME Yepes LEHb B TeYEHME
3 mec.

LinknodocedaH/Cyclophosphamide 500-750 Mr/m2 BHYTpUBEH-
Hble MHDY3MK yepes 3-4 Hepenu Ne 6. NMnazamoobmeH (LBONHOM
06beM) NooyepeaHo B Te4eHne 2 Hen,

Putykcumab/Rituximab 375 Mr/m 2 exxeHeaenbHO B TeHeHne 4 Hefl.
lNoanepxviBaroLyasi Tepanusi:

AzatuonpuH/Azathioprine 1,5-2,5 mr/kr/cyT B TeuyeHne 12—-18 mec
B KOMOMHALMN C NPEAHN30NIOHOM B aNbTEPHUPYIOLLLEM PEXUME.
MwukodeHonat modpeTtun (1000-1200 mr/m?B aeHb) nnn Linkno-
CMOPWH (Npu oTCyTCTBUSA adpdekTa OT Tepanum A3aTMONPUHOM).
Cpenacta npuv pepakTepHOCTU K TEpanuu:

BHyTpuBEHHAA NHDY3NS UMMYHOINMOOYINHOB.

AnTutena Kk TNF-a/ TNF-a antibody (infliximab /uHdnnkcrman).
AHTuTena k CD 20 B-numdpounto Putykcmumab/rituximab.
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nmy TITH, nmosydaromuM auanus, IOKa3aHa TPaHC-
raHTanus nmouku [1, 2, 6, 23].

D. Chittka et al (2020) [31] omucanu peruguB
6ose3nn ¢ AT x 'BM y 17-netHero moapocrka, He-
CMOTps Ha CTaHAApTHYIO Tepanuio (ruiasMadepes u
cTepoubl, nukiIopochamun). buorcus moyku ¢ BbI-
sIBIIGHUEM JuHeiHoro omiokeHust IgG Bmons ['BM
U CEpOJIOTUYECKOE TEeCTUPOBaHHE C OOHApyKEeHHEM
BBICOKOTO TUTpa antuten Kk ['BM Oone3Hp aBTOpHI
CUMTAIOT CTaHIAPTOM JWArHOCTHKH. llpumeHeHne
pUTYKCHMaba y TalKMeHTa MOJHOCThIO KYIHPOBAJIO
peruauB 3a6oneBanus ¢ AT k 'BM.

B namem Habmronennu noapoctka 17 set ¢ curapo-
moM ['yamacuepa ¢ AT x ['BM, manudecTupyrommm re-
MOPPAarm4eCKUM aJIbBEOIMTOM C KDOBOTCUCHUEM, 3aTEM
BIIT'H ¢ OIIII, ucxonom B XBbII C5, nonyyaroriero re-
MOJIMAJIN3, B Pe3yJbTaTe Teparnuy miazMadepe3oM 1 B/B
TyJIEC—METHITIPETHAZ0JI0OHOM, IHKIIo(hochanom Ne2,
nmmyHoroOymHamu, AT k CD20 B-numdorutos mo-
CTUTHYTa DKCTpapeHalbHasi PEMUCCHS C OTCYTCTBHEM
AT x I'bM, 3a0o1eBaHne HOBOW KOPOHABHPYCHOM HH-
(exrmeir COVID19 He mpuBeno K peluauBy, KOHCTa-
THPOBaHO BbI30poBieHue or COVID19.

J.G. Maliakkal et al. (2020) [35] mpu peTpOCTIEKTHB-
HOM uccienoBann 305 mMamueHToB AETCKOTO M MOMI-
pocTkoBoro Bo3pacta u3 15 nentpos ¢ BIII'H u repmu-
nHanpHOM XBII (cpenuuii Bo3pacT Ha MOMEHT OUoTICHN
cocraBw 11 Jret, nuarma3zon 1-21) yCTaHOBHITH IIPOIICHT
IKCTpakamuuIApHeIX nomynyHnit 3—100% (mennana
20%). Otnomnormueckas crpykrypa BIII'H Bruoua-
na IgA-aedponaruto (23%), monyc wedpur (21 %),
Backyaut IgA (19%) u accoummpoBannbii ¢ AHIIA
(13%), mocrungeximonnsiii (5 %) u antu-I'bM (3 %).
Ucxon B TITH coctaBun 12 % B TeueHue ogHOroO roja u
16% npu nocnenneM HaOmoneHUN (Meanana — 3 rofa,
muarnason 1-11). B uccnenoBanmu apropos BIITH ¢ AT
k 'BM ormeuen numis B 3 %, MOATOMY OLIEHUBATH Ya-
CTOTY Mcxona B TepMuHaibHY10 XbI1 3arpyHuTensHo.

B cBsI3M ¢ peaKoCThIO CIy4aeB HAHMOMATHYSCKOTO
BIITH ¢ AT x I'bM u komOounuposanHoro bITI'H ¢ AT
k I'bM u AHLIA k muenonepoxcuiase HEHTPO(UIb-
HBIX TPaHYJIOIWTOB Yy TIEAUATPUYECKUX MAIMeHTOB He
OITyOJIMKOBAaHO PE3YIBTaTOB CPABHUTEIHLHOTO MCCIIE0-
BaHMA P(PEKTUBHOCTH Tepavu M BBDKUBaeMOCTH. B
OCHOBHOM HCCJICTOBAHHSI TIPOBOIMINCH Ha OOJBIION
KOTOpTE B3pOCIbIX MaryeHToB. Harpasinenne nanbHei-
IIMX MHOTOIICHTPOBBIX UCCIICAOBaHUI 3()(DEKTUBHOCTH
Tepanuy BacKy/IuTa Mekoro kammopa ¢ AT k 'BM wm
rxomOunnpoBanHoro ¢ AT k 'bM u AHILIA k muernore-
pOKCHIa3e HEUTPOPHIBHBIX TPaHYIOIUTOB TIPEICTaB-
JSIETCSI BAYKHBIM JIJIsI TIEJIMATPUYECKON HE(PPOIOTHH.

SAKJTIOMEHUE

JanHbple nHUTEpaTyphl IEMOHCTPUPYIOT OCOOCH-
HOCTH DJTHOJIOTMH, IIaTOr€He3a, KIMHUYECKOH MaHH-
(hecramuu, nedenusi, mporuos3a 6omnesnu ¢ AT xk I'BM:

uaunonatmyeckoil 6oneznu ¢ AT kmacca IgG (IgGl n
IgG3) nporus HekomtarenoBoro momena-1 (NC1) a3-
nenu koyutarena IV tuna I'BM (aytoanrturena I'yamac-
4epa); ¢ OMHOBpeMeHHBIM moBbIieHneM AT k ['BM u
ANCA; 6one3nn «de-novoy» ¢ AT k nensm a5(IV) u
a3(IV) xomnarena IV tuma 'BM B modedHoM TpaHc-
IUTAaHTaTe Mpu CUHIpoMEe Aubriopta. Mauonarudeckyro
oonesnb ['ymmacdepa ¢ AT k [BM nquarHOCTHPYIOT Kak
y JICBOYCK, TaK M MAILYUKOB B JETCKOM U MOIPOCTKO-
BOM Bo3pacTte. [lenuarpuueckue nauueHThl, UMEIOIINE
OTHOBPEMEHHOE TIOBBIIICHUE TUTPOB AyTOAHTUTEN K
I'BM u AHLIA k mMuenonepokcunaze HeHTpohITEHBIX
TPaHYJIONUTOB, JEMOHCTPUPYIOT TKETIOC TeueHne 00-
JIE3HN C pPelUIMBaMH, TPEOYIOT JUTMTEIBHON IOIIep-
JKUBAIOIEH MMMYHOCYIIPECCUBHON TEpalMM B OTJIH-
qye OT TAKOBBIX C OJHOM IIOJIOKUTEILHON aHTh—] bM
6one3npro. C LEenbI0 CHIKEHHSI 4aCTOThI MOCT—TPAHC-
IUTAHTLMOHHBIX PELUMBOB PEKOMEHAYIOT Y TIeAUATPU-
YeCKHUX IMAIIMEHTOB C UINONaTHYeCKOil 001e3HbI0 ¢ AT
kK I'bM ¢ BIII'H u ucxomoMm B TIIH, Haxogsmmxcs Ha
MPOrPaMMHOM TE€MOAUAIN3E, TPAHCIUIAHTAIIUIO TTOYKH
IIPOBOUTH NPH AKCTPAPEHATBHON PEMUCCUU U OTCYT-
ctBun obHapyxenus AT k 'BM B teuenue 12 mecs-
1eB. Y MalueHToB ¢ WINonaTuyeckoil oosesnpro ¢ AT
k I'bBM u TIIH BcaencrBue Tsxenoro teuenus bBIITH ¢
OIII1, seveHnpIx mwiazmMadepe3oM B CHHXPOHU3AINH C
IyJIBC Teparueil creponamu, nurorocrarukamu, AT k
CD20 B-mum§oruToB-puTYKCUMaOOM U BHYTPUBEHHO
MMMYHOIIOOYTMHAMH, PEIUIUBBI TIOCTIC TPAHCIUIAHTA-
LUH [OYKU BCTPEUAIOTCS PEIKO B OTIIMYME OT TaKOBBIX
¢ OonesHbio «de novoy ¢ anturenamu K ['BM nipu cun-
JIpoMe AJbIopTa Mociie TPAHCIUIAHTALUH.
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