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CLINICAL AND MORPHOLOGICAL PECULIARITIES AND COURSE OF IGA-

NEPHROPATHY IN CHILDREN
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IgA-Hehponamus (IgA-HI) aenaemca camoll yacmol 2nomepynonamueil 60 8cex cmpaHax, iedeHue komopoii 0o cux nop ocmaemcs cnop-
HbIM, 8 YaCMHOCMU, 8 OMHOWEeHUU MPUMEHEHUA UMMYHOCYNPECCUGHbIX Ipenapamos.

Mpedcmasner onbim nedeHud 15 demeii ¢ IgA-HIT e so3pacme 7-18 nem. IgA-HIT knauHu4ecku npodeadnacs 6bicmponpozpeccupyrowum My
1, coyemanuem Hegppumuyeckozo (HuC) u Heghpomuyeckoao (HC) cuHdpomos y 2, HuC y 4, HC y 2, couemanuem npomeurypuu (1Y) u eemamypuu
(T'Y) y 6. Ckopocms knyboukosoii hunsmpayuu (CK®) u 1Y e debiome 3abonesarud cocmasuiiu 8 cpedHeM 74 MiI/MUH U 2.5 2/¢ coomeemcmeeHHo.
Mopdgonozuyecku (knaccughukayusa Haas) 3 knacc ycmaHossieH y 6, 4 knacc y 6 u 5 knacc y 3 demeil. Ha ¢poHe nocnedosamesibHO20 leYeHu
uMMyHocynpeccopamu obuezo U ceaekmueHo2o delicmeus y ecex NauueHmos omMeyeHo KynuposaHue akcmpapeHanbHbiX npoAefeHull, cHu-
JKeHue npomeuHypuu u ynyquieHue hunbmpayuoHHoll hyHKUuU nodek, ymo Habrodanocs mak xe u npu MoHomepanuu uAflo.

Takum obpa3oM, UMMyHOCYnpeccusHasa mepainuda e coyemaruu ¢ UAT1® aghhexmueHa npu IgA-Hehponamuu U no3eongem yayqyuwums me-
YyeHue u npo2Ho3 3abosiesaHus.

IgA-Hechponamus ( Ig-HI) 6apnbik endepde de — 2aomepynonamuanapObi eH xuici. OHbIH eMi, acipece uMMmyHocynpeccusa acepi, ofi
aHbiKmanmaraH. 7-18 xacmarbi IQAHI-meH aybipraH 15 6anadarbi eM KapacmbipblizaH. KnuHukanbiK kepidicmepi 1 6anada me3 ydeiimiH, 46anada
Xeden HehpumukaisblKk CUHOPOMMEH. 2-0e — He(hpomuKasiblK CUHOPOMMEH, 2-0e COHFbI eKi cCUHOPOM KocapraHa, af 6 banada npomeuHypusa MeH
2emMamypus MeH alikplH 6onirad. Mopghonozuansik mexkcepeerdde (HAAS xikmenyi 6oiibiHwa) 6 6anada — 3 knacc e3zepicmepi, 6-0a — 4 knacc,
an 3-0e — 5 knacc mabbindbl. bapnbik 6ananapda xainbl XoHe ceflekmusmi UMMyHocynpeccopiiap HomuxeciHde akcmpapeHansobiK 6enzinep
Kemirn, npomeuHypus MeH huiibmpayus e3zepici asaiiobl. AO® uHaubumopapb! IPOMeUHypusa MeH 2eMamypusaHbIH a3alobiHa biKfan xacadbi.

CoHbiMeH eM IgA-HTI-H afFbiMbiMbl MeH OoIKXaMblH XaKcapmyra acep emedi.

IgA-nephropathy (IgA-NP) is the most frequent glomerulopathy in all countries and is still therapeutic dilemma, particularly in instance of

immunosuppressive drugs.

An experience of treatment of 15 children with IgA-NP aged 7-18 was presented. The clinical manifestation of IgA-NP was: rapidly progressive
glomerulonephritis in 1, association of the nephritic (NiS) kewiand nephrotic (NS) syndromes in 2, NiS in 4, NS in 2, combination of proteinuria (PU)
and hematuria (HU) in 6. Glomerular filtration rate (GFR) and PU in the debut of the disease were in average 74 mi/min and 2.5 g/d respectively.

Morphologically (Haas classification), class 3 was established in 6, class 4 in 6 and class 5 in 3 patients. We have used consecuental treatment
with immunosuppressors of general and selective action in all patients with disappearing of extrarenal signs, decreasing of PU and improvement of

GFR which was seen in monotherapy with ACEi also.

Thus, immunosuppressive therapy in combination with ACEi is effective in patients with IgA-NP and allows to improve the course and prognosis

of the disease.

IgA-HedponaTtma (IgA-HI) aBngeTca camon YacTom
rnoMepynonatmei cpean namonaTUiecknx rmomMepynsp-
HbIX 3a60/1€BaHUI BO BCeX CTpaHax, rae LWMpoKo NpakTu-
KyeTcst B1oncus MoYKM, U MOCTaHOBKA AMarHo3a KOTOporo
HEBO3MOXHA 6€3 MMMYHOIMCTOXMMUYECKOTO UCcCcneoBa-
HUWS NoYeyHoro 6uonTaTa (1, 2). IgA-HIM o6HapyxXuMBaeTcs
B 30—-40% Bcex 6uoncuii noykm B Asnm, 15-20% B EBpone
n 5-10% B CeBepHol AMepuKe. DT pasnymsa BeposT-
HO CBS13aHbl C FreHeTMYeCkoW MpenpacnoioXeHHOCThIO,
reorpad®unyeckMMu 0COBEHHOCTAMM U NMOKa3aHUSMU K
6roncum noykun. IgA-HIM yacTo HauMHaeTCs B IETCKOM U1
noApOCTKOBOM Bo3pacTax. OCHOBHblE Mopdonormieckue
namMeHeHuns npu IgA-HIM npepctaBneHbl 0TNOXeHUEM IgA
¢ And dy3HoM nu dokasnbHOM, rMobanbHOM UK CErMEH-
TapHOM Me3aHrmanbHom nponudepauyen. Mpuy oueHke
MOopPdONorMYecknx nsmeHeHMn npm IgA- HIM npumenseTca
Knaccundukauums Haas no knaccam (1):

I. MMHUMaNbHaA NN OTCYTCTBUE Me3aHraibHOM
nponudepaummn 6e3 rnomMepynockneposa

Il. dokanbHO- cerMeHTapHbIM rMoMepynockiepos
6e3 aKTUBHOW KNeTo4YHOM nponudepaunm

Ill. dokanbHbLIM NponndepaTUBHEIA rNoMepyno-
Hedpput (TH)

v
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V. mo6anbHbIM rNnoMepynocknepos B > 40%
KNy6o4koB n/mnun > 40% atpodun KOpTUKaSbHbIX Ka-
HanbLEB

[MaToreHes IgA-HIM He coBceM siceH. KnioyeBbiM
MOMEHTOM 3A€eCb ABASETCH OTAOXEHME MMMYHHbIX
neno3utoB IgA B kny6oykax. YCTaHOBMEHbl HapyLLeHs
rafakTo3nIMpoBaHUS B CTEPXHEBOM 30He Monekynbl IgA
(1), 4TO MOXET BAMATHL HA N3MeHEeHWS CBA3bIBaHWSA IgA ¢
Me3aHrmanbHbIMU KneTkaMu. MimeloT MecTo Tak ke Hapy-
LEeHWS B reHax PeHWH- aHrMOTEH3UHOBO M cucTembl (PAC)
W APYrMx MeAmMaTopoB COCYAUCTOro U BOCNAIUTENbHOMO
oTBeTa. TeM He MeHee, TOUYHbLIA MeXaHN3M Toro, kak IgA-
coAepXalivie UMMYHHble AeN03UThl MPUBOAAT K MPONU-
depaumm n ckneposy ky6oyKoB He YCTaHOBIEH.

Mpw IgA-HIM nmeeT MecTo 3HaYuUTeNbHasa Bapwu-
ab6enbHOCTb KIMHUYECKUX MPOSABAEHUN: OT acUMMTO-
MaTUYeckoM MHOroneTHel MUKporemaTypuu U npo-
Tennypuu (INY) no HedpoTmyeckoro cuHapoma (HC) m
GLICTPONPOrPecCcUpYIOLLEN MOYEYHO M HEAOCTATOYHOCTU.
JenaioTcs nonbITKM onNpeAenuTb NPOrHo3 Ha OCHOBaHUA
KJIMHNYECKMX, 3NMUAEMUONOTMYECKMX U Mopdonornyec-
KMX AaHHbIX. OfHaKO 1 NpUY NporpeccupyioLemM TeHeHUN
KJIMHMKa MOXeT OblTb 60oflee YeM HeBblpasuTesbHas.
Ana IgA-HlN, TeMm He MeHee, XxapaKTepHO MeaJieHHoe
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nporpeccrpoBaHme NoYe4YHO M HegocTaTouHoCTU. Y 30%
nauneHToB Yepesd 20-25 neT nocne gebloTa pasBMBaeT-
cs TepMMHanbHada nodyevyHas HegocTaTovyHOCTL (TMH). K
NMPOrHOCTNYECKU HeBNaroNpPUATHLIM KIIMHUYE CKMM Mpo-
aBneHUsaM oTHocaATcs MY, apTepuanbHaga rmnepTeH3ms
(Al), cHUXeHWe cKOpOoCTU KNy6o4KkoBOM puUnbTpaLnm
(CKd), mopdonorniecknm npraHakam: roMepynoc-
KNlepo3, pacnpocTpaHeHHble aTpodUsa KaHasbLEB U
VHTepcTUUManbHbIM Grbpo3. OaHaKko, AaHHbIe MPU3HAKK
xapakTepHbl ANnga No6oro xpoHudeckoro 3aboneBaHus
rnoyek M He aBnsioTca cneumdpuiHoiMu anga IgA-HIM.
MauMeHTbl ¢ XPOHUYECKMMM BonesHaMK nodek (XBIT)
“MeloT BONbLUNK PUCK YMepeTb 0T CepAeyHO- COCYANC-
TOW NpUUKHbI, Hexenun oT TMH (3,4), 4To Tak Xe kacaeT-
cq naumeHToB ¢ IgA-HIM. Bosepat IgA-HIM B noyeyHom
TpaHcnnaHTaTe BCe Yallle CTaHOBUTCS MPUMYUHOM ero
anchyHkumm (5). JleveHume IgA-HIT oo cux nop octaeT-
€S CMOPHBLIM, B YHaCTHOCTMK, B OTHOLLUEHUN MPUMEHEHMUS
VIMMYHOCYTMPECCUBHbIX NMpenapaToB.

Llenblo HacToSAWEeN paboThl 6bl10 N3YYUTE KIINHU-
Ko-Mopdonornieckme NPoBAEHUS U BINSHUE NeYeHUs
npu IgA-HIM y peten.

MaTtepuan u mMetoabl. Mbl UnnCTpPUpyeM pe-
3ynbraThl HabnoaeHua 3a 15 getbMu ¢ IgA-HI, nony-
YatloLW MMM nedeHne Ha 6ase PecnybGanKaHCKOW feTckom
KNVHNYeckon 60nbHULbI «AKcal». BospacT aeTelt co-
ctaBun B cpegHem 11.9 net (7-18 net), ManbynkoB 9,
neBoyek 6. BospacT k nebiloTy 3aboneBaHMs coctaBmn 9
net (3-13 net). Bcem peTam npoBoamMnach YpeCcKoxXHas
MYHKLMOHHAA BMONCcUsa NoYkU BUONCUMHBIM NMMUcToNe-
ToM GTA (UTtanng), anvHa nrnesl 20 cm, 16-18 gauge. B
3aBMCKMOCTU OT BO3pacTa U KOMMMAAeHTHOCTU pebeH-
ka 6uoncmusa npoBoAMnack Noj MecTHOW aHecTe3uei
NMAOKAUHOM UnKM nof o6WmM Hapko3oM. C NoMoLLbo
Y3-annapaTta f10KanM3oBaiM HUXKXHUIA NOSIOC NIEBON
noyku. Mpowmnssoamnca 3abop Ao 3 cTonbMKOB Noyeu-
HOW MapeHxuMbl, cofepXallMx B 0CHOBHOM KOPKOBbIA
CNOV MoYkKn, KoTopble GUKCUPOBaANMChb B p-pax 4%
3abydepeHHoro dopmannHa, 2.5% rawTapanbgernaa
1 3amMopaxmuBanucb B rene OCT. Mopdonorniyeckue

vccnefoBaHns HedpobMonTaToB NpPoBeAeHbl OKTOPOM
CyxaHoBbiM A.B. (MockBa) U ookTopoM BopoGbeBoii
0O.A. (CaHkT-MNeTepbypr) ¢ NPMMEHEHMEM CBETOBOTO,
VMMYHODII00PECLEHTHOTO (MMMYHOTMCTOXMMUYECKO-
ro) U 31eKTPOHHOMNKPOCKOMMYECKOro MeTOA0B.

PezynbTaThl UccniefAoBaHUid U obGcyXxaeHue.
KnnHuyeckue nokasaTenuy ob6cnefoBaHHbIX AeTel A0
M nocne nevyeHnsa n mopdonormndeckune Tmnol IgA-HIM (no
Haas) npeactaBneHbl B Tabnuue 1.

IgA-HIM knuHWYeckn nposensinack 66ICTPONPO-
rpeccupylowmm M y 1, covetaHmem HedpUTUHECKOTO
(HWC) n HC y 2, HUC y 4, HC y 2, npoTenHypu4ecKku-
remMaTypuieckmm HedpuUTOM y 6. DnNM3onbl Makpo-
reMaTypum oTMedyanuch y GONbLIMHCTBA MaLWeHTOB
— 13/15. OcHOBHble NapameTpbl, N0 KOTOPbIM MOXHO
NPOrHo3npoBaTh TeyeHWe 3aboneBaHUS — CKOPOCTb
kny6o4koBol dunsTpauum (CKD) n MY B aebiote 3a-
6o0neBaHNs COCTaBUAW B cpeHeM 74 MI/MUH 1 2.5 1/c
COOTBETCTBEHHO, NMpU 3TOM CHUKeHUe CKD oTmedeHo
y 11/15. Y 2 naumnenTtoB ¢ HUC nmMmen mMecTo BUPYCHbIN
renatut: A+B (1) n C (1).

MonynyHns oTMeydeHbl y 4/15: 1 ¢ BMNIH (punb-
po3Hoe B 12%), 2 peTelh ¢ HC (punbposHbie B 10%
kny6oukoB), y 1 pebeHka ¢ MY+IY (kneTtoyHble B 17%
kny6oukoB). MesaHrrvanbHas nponndepauns M yee-
nnyeHMe Me3aHrvansHoro mMaTpukca Habnoganuch y
12/15 petenn: y 1 ¢ BMNIMH, 5 ¢ HUC, 2 ¢ HC, 2 ¢ HNC+HC,
2 ¢ MY+IY, 2 ¢ MY+I'Y. ToTanbHO CKAepo3UpOBaHHbIE
kny6o4km obHapyxeHbl y 5/15 aeTeit: 1 ¢ BIMNIMH (B 63%
kny6o4koB), 2 ¢ H1UC (43-50%), 1 ¢ HUC+HC (44%), 1 ¢
HC (10%) n 1 ¢ MY+TY (17%). ®okanbHO- cermeHTapHbIN
rnomepynocknepos oTtMedeH y 2 ¢ HC (no 10%),y 2 ¢
HnC+HC (50% 1 56%), y 2 ¢ H1C (2 ¢ renatutamu) (9%,
10% 1 14%) ny 1 MY+I'Y (20%). MHTepcTUumManbHbii
dnbpos naTpodus KaHanbLEB UMENN MecTo: Anddys-
Horo xapaktepa y 1 ¢ BINMH, 1 ¢ HUC+HC, dokanbHble
y2 ¢ HC, 1 ¢c HUC+HC, y 2 ¢ TY+IY.

Takm 06pa3oM, B COOTBETCTBUM C Knaccudumka-
uven Haas, 3 knacc yctaHoBneH y 6 petein: 2 ¢ HC, 2
¢ HWC, 2 ¢ MY+IY, 4 knacc y 6 geten: 1 ¢ HUC+HC, 2

Tabnvua 1.

KnuHuko-mopdgonornyeckue nokasatenm y aetein ¢ lgA-Hecpponatuenn Ao U nocne neyvYeHUd.

KMMHUY. CUHA- B neb6tote NeyeHne Ha doHe neveHns
Ne | Bosp, r pom Knacc KaT-3,

Huc | HC ';3,/ “ﬁ,“ cko | ny | A7 | g ,\'_/'Iﬁ U | MM | Asa [narme | M¢ [ ny [ ry| cke
1 10 BMNrH + 22 | 24 5 + |+ + 22 09| 0 57
2 16 + + + 85 | 6.3 4 + + |+ + 3 141 5 82
3 12 + + 96 | 8.3 3 + + + 4 0 0 116
4 13 + 84 | 33 3 + + + + + 31 02| 5 117
5 9 + 76 | 0.8 3 + + 20 0.6 90
6 18 + 82 1.5 3 + + + + + 18 05| 5 100
7 13 + + + 14 5.0 5 + + 12 10 0 120
8 15 + + 82 1.7 4 + + + + 11 06 | 10 100
9 12 + + 75 [ 1.5 4 + + + 19 03| 0 120
10 15 + + 86 | 0.9 3 + 33 |008(| 0 122
11 7 + - 65 | 1.7 3 + 16 0 0 104
12 12 + 62 0.6 4 + 1 0.09 | 10 105
13 12 + BIrc + 97 0.2 5 + 27 03] 0 123
14 9 + Bl A+B + 109 | 2.0 4 HoH-komnnaeHc (He nevuncs) 27 TXMH Tx
5] 1 + + [ 85 |10] 4 [ [ | [ ] + 21 {01 ] o0 90
22 Tleduampus scomne 6ara xupypeusicol. Ne2. 2009 .
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c HWC, 3cNMY+I'Y nsknaccy 3 peten: 1 ¢ bBlNMH, 1 ¢
HuC+HC, 1 ¢ H1C. Huxe npeactaBneH KJIVHUYECKUIA
cnyyaii nedyeHns pebenka ¢ BMNMH n IgA-HIM.

Knuaunueckuin cnyvyam. b., manbunk 9 net. 3a-
6oNeBaHMe HaYyaNoCb OCTPO MOCAe NepeoxiaxXaeHus
B BUAE MakporeMaTypuu, OTEKOB roneHei. Mpu roc-
nuTanusaumn no MecTy XutenbctBa: COD 65 MM/,
runonpoTenHeMus 50 /1, HapacTaHWe a30TUCTLIX LWa-
KOB B TedeHue 2 Hefenb NoyTK B 3 pasa: KpeaTUHUHA ¢
80 po 230 mKMoNb/N, MoYeBUHbI ¢ 4,9 A0 12 MMoNb/N;
npotenHypua — 5 r/n. Monayyan cumnTomMmaTmyeckoe,
aHTMbBaKTepuasbHOE leYeHme.

Mpw noctynneHumn B POKE «Akcan» Ha 24 cyTKuU
3a6oneBaHns; oTekoB HeT, COJ 60 mm/4, He 101 /A,
TpoMbouuThl 406 x 10°/n, neiikounTsl 9,1 x 10°/n, Kanui
5,9 MMonb/n, KpeaTUHUH 0,23 MMonb/n, CKd 23 mn/
MWH, MO4YeBMHaA 12 MMONb/N, xoNnecTepuH 5,5 MMonb/
n. B moyeBomM cuHapome: npotemHypus 4,6 r/n — 1,8
r/CyTKW, MUKpPOreMaTypus CAOLWb B /3P, NeNKOLUTY-
pusa ao 20 B n/3p. Y3W: noykn yBenundeHol go 10,5x4,2
CM, MapeHxuma yTtonueHa Ao 2,9 cMm. KnuHunyeckuni
AnarHos: belicTponporpeccupylowmin HedpUTUHECKNIA
cuHgpom. OT NpoBeAeHNsa AnarHocTUYecKor 6uoncum
oTel, pebeHka oTKasasncs.

C uenblo MHAYKLWW PEMUCCUN MPOBEAEHbI 7 Myb-
COBbIX BBeAEHUN MeTunnpegHusonona (MI) B pose 1
r/M2, noaknatyeH modeTtuna mmkodeHonat (MMD) 1
r/M2/c B TedeHue 15 mecsaueB, NnepopaibHbli NpeaHn-
30N0H (M3) 2 Mr/kr/c B Te4yeHne 2 Mec, 3aTeM B allb-
TEPHUPYIOLLLEM PEXMME CO CHMDKEHMEM [,03bl 10 5 Mr/c.
C HedpONPOTEKTUBHOM LIENbIO HA3Ha4YeH MOHOMpMN 5
Mr/c, a Tak Xe NoCUHAPOMHas Tepanus.

Buoncua nodyku ¢ cornacusa oTua pebeHka
nposefeHa 4Yepea 10 mec oT Havyana 3aboneBaHuUs.
Mopdonorndyeckoe onncaHue: 8 knyboykos, 5 non-
HOCTbIO CKiepo3upoBaHbl (puc. 1). B ocTaBwumxca 4
— MWHUManbHasg Me3aHrvanbHas nponudepaymsa v
pacwunpeHne matpukca B 1 1 dnbposHoe nonynyHue B
1. EAVHWYHbIE NapamMes3aHrmalibHble GYKCUHODMNbHbIE
neno3ntel. AnddyaHo-ovaroBoe ocTpoe NoBpexaeHue
3MUTENUA KaHalbLEeB, yTpaTa LWeTOYHOMN KaMbl, Aere-
Hepaums, Menkune oyarv atpodum KaHanbLeB. ApTepun
M apTepunosbl He 3MeHeHbl. b dy3HbIN BblpaXkeHHbIN
VHTepCcTULMaNbHbIM Grbpo3. 3aknoveHue: IgA- Hedpo-
naTus, ToTalbHbIW rMoMepynockinepos 5/8, dubposHoe
nonynynue 1/8.(puc. 1 n 2)

Ha ¢oHe nevyeHUss HOPManM30BaUCb YPOBHU
a30TUCTLIX WnakoB U CKD, kynnpoBanacb aHeMus,
NpoTeVHYpUs cHM3mnacb Ao 1 r/c, MukporemaTypus
coxpaHsanacbk. HYepesa 20 mec oT Havyana 3aboneBaHns
pasBuicd peumaune 3aboneBaHUs B CBS3M CaMOCTOS-
TenbHOW oTMeHor MM®, 6e3 oTekoB, AL ao 130/85
MM.pPT.CT., Makporematypusa, CO3 53 MM/4, KpeaTu-
HUH 161 Mkmonb/n, CK® 45 mn/mMuH, moyeBuHa 20
Mmonb/n, K 5,5 mmonb/n, xonectepuH 20,5 mmonb/n,
npoTeunHypus 3 r/c.

NeyeHune: nynbcoBoe BBeaeHMe MIM Ne7, M3 50- 30
Mr/c, MM® 1r/m2/c (750 Mr/c) 3 mec No HacTOALLWIA MO-
MeHT, Go3nHONPWA. B HAaCTOAWMI MOMEHT OTEKOB HET,
CO3 21 mmMm/yac, aHeMmua 1 CT., rMnonpoTenHeMmnsa 53
r/n, MoyeBuHa 9,5 MMOb/N, KpeaTUHUH 95 MKMONb/A,
CK®d 57 Mma/MuH, runepxonecteprHeMus 10 Mmone/n,
NpoTenHypus cHm3mnack Ao 1 r/c, HebBonAblIaA MUK-
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PucyHok 1. PacwumpeHune mezaHrua m pykcu-

HopUNbHble (KpacHble) Aeno3uThbl (CTpenka) B

napamMes3aHruasbHoi 30He B HUXXHEM cermMeHTe
Kny6ouka. Tpuxpom no MaccoHy, x 400.

PucyHok 2. Andpdy3Hbi BbipaXKeHHbIA UHTEP-
cTULMUaNbHbIK PpUbpo3 (ronyboii) KOpKoBOro
cnod No4Yku ¢ atpoduenn KaHanbueB. B BepxHeit
YacTU PUCYHKA — TOTaJIbHO CKJIePO3UPOBaHHbINA
Kny6ouyek. Tpuxpom no MaccoHy, x100.

porematypus. Y3W noyek: NoBbILIEHME 3XOFEHHOCTHU
napeHxuMbl, NpY AOMMNAEPOBCKOM WUCCAELOBaHUN:
CHWXEHWEe CKOPOCTHbIX MoKa3aTeNlei MHTpapeHabHO-
ro kposoToka. Kak BUAHO U3 AaHHOTO KJIMHUYECKOrO
nprvmMepa, NOYTKY 3a 2 rofa NevyeHns yaanock A,o6UTbLCA
noBbilleHnsa CKdD ¢ 22 go 57 v aaxe NosIHOW peMruccum
3aboneBaHWs, KOTopas, K coxaneHuio, 6blna HapyLleHa
B CBS3W C OTCYTCTBUEM JIeHEHUS.

Cpenun Bcex peten ¢ IgA-HedponaTma cpefHada
OAUTeNbHOCTb KaTaMHe3a (0T MoOMeHTa 6Guoncuu) cocTa-
Buna 17.7 mec. 7 petenn ¢ HC v HUC nmenu ¢pokanbHyio
nnn gnd@ysHyto MesaHrmanbHyilo npoamdepaymio no
Mopdonorum 1 Nonyyanan UMMYHOCYMPECCUBHYIO Tepa-
nuio. 19 HAYKUMY PEMUCCUM MPUMEHSINNCE MYSIbCOBOE
B/B BBeAeHne Ml B Te4eHMe HeCKOSIbKUX AHeW, nepo-
panbHbIid M3 60 Mr/mM2/c, unknodocdamug (LD) B BUae
B/B NynbcoB (20 Mr/kr/3-4 Hepenun) nnbo NepopanbHo
2-2.5 mr/kr/c 2 mecaua, MM® 1 mMr/m2/c B TeueHMe He-
CKOJIbKMX MecsLeB. Mpu AOCTUXEHUM PEMUCCUN, YTO YC-
TaHaBAVBaNOCh MO KYMMPOBaHMIO OTEKOB, apTepuanbHOM
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rMNepTeH3UM, YMEHbLIEHWUIO NPOTEUVHYPUU MEHEe YeM
0.5 r/c, HagHavanacb noaaepxuneaioan Tepanus: M3 40
MI/M2/C €O CHUXeHUEM (KOPOTKUM KypcoMm), Lld 1 mr/
Kr/c 2 mec, asatmonpuH (A3A) 2 mr/kr/c 0o 6 mecsues,
MM® 500 mr/M2/c rop, 1 6onee. HesaBMCUMO OT Hanu-
YUK UNU OTCYTCTBUS UMMYHOCYTPECCUBHOM Tepannu Bce
netu ¢ IgA nonyyanu MAN®D ¢ aHTUNPOTEMHYPUYECKOM 1
HedpOoNpPOTEKTUBHOM LEeNbIo (GOo3nHONPUA, SHananpun
B A03€ 2.5-20 MI B3aBMCUMOCTU OT BO3pacTa, Hanmimsa
apTepuanbHOW rMnepTeH3nmn) B TeyeHe BCero neproaa
Habno geHus.
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Mo neveHuns

PucyHok 3. iIuHaMmuka npoteuHypum (r/c) cpeam
nauumeHToB ¢ IgA-HedpponaTuenm Ha PpoHe neye-
HUa (MMMYHocynpeccUBHaqa Tepanusa + MAMND).

Kak BugHO 13 pucyHka 3, Ha ¢doHe nedyeHns y na-
uneHToB ¢ IgA-Hed ponaTuen oTMeYanoch BblpaXeHHoe
CHXeHne npoTenHypumn ¢ 2.5 go 0.4 r/c. Kpome Toro, y
BCEX NaLMEeHTOB reMaTypus KynmpoBasach MoJHOCTbIO
6o A0 eAVHWYHBIX 3PUTPOLUTOB B MOSie 3peHuUs.
CnepnyeT OTMEeTUTb, YTO Mbl UCKJIOYUAM U3 aHanmsa
nauneHTa Ne14, Tak Kak cpasdy nocfie 6MONCUN MOYKKN
y Hero 6bin BbiiBieH renatuTt A+B, uto noTpeboBano
nepeBoa B MHOEKLUMOHHYIO KITMHKWKY, MNOCAe KOTOPOW
poauTenu pebeHka He MPUBE3NM €ro Ha JieYeHMe B He-
dponornyecknin ctaumoHap. Takmm o6pasom, pebeHoK
He MoJiydan HMKakKoro fiedeHust B TedeHue Gonee 2-x
neT, U NocTynun B oTaeneHmne remoamanmnida ¢ TXMH.
Yepes nonroga emy NpoBefeHa ycnelHasa TpaHcnnaH-
Tauus noyku.
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PucyHok 4. AnHamuka CK® (mn/muH) cpeau na-
uneHToB ¢ IgA-HepponaTuein Ha poHe nevyeHusa
(uMmmyHocynpeccuBHaa Tepanua + HAMND).
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KpoMe CHWXEHWS NPOTEVHYPWUM, Y HaLLMX Naum-
€HTOB OTMEYEHO 3Ha4YNUTeNbHOE NOBLILLEHWE, 8 UMEHHO
HopManuaauusa, CKP, ¢ 72 mn/mMuH B gebiote go 103
MJ1I/MUWH K KOHLY Nepuoaa HabnoaeHus.
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Mo neyeHus

PucyHok 5. iuHamuka npoteuMHypum (r/c) cpeam
naumeHToB ¢ IgA-HedpponaTuen Ha PpoHe Nneye-
Hua nANo.

Mbl TakXe OTAENbHO BbIAENUAM FPYNNy nauneH-
TOB, NONyYaBLUNX TONbKO MAT®M. DTo BbINU NALMEHTHI C
MY+IY n H1C. N3 pucyHka 5 BUOHO, 4TO NpOTEVHYpMUs
Y HUX CHU3MNAch Tak Xe 3HauymTenbHo, ¢ 0.9 no 0.1 r/n,
4TO ellle pa3 NoATBEPXAAET BbICOKYO 3P EKTUBHOCTb
6nokagbl PeHUH-aHrMOTEH3MHOBOW cucTembl (PAC) y
OaHHOW rpynnbl NauNeHTOoB.
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PucyHok 6. AnHamuka CK® (mn/muH) cpegmn
naumeHToB ¢ IgA-HedpponaTuen Ha PpoHe Nneye-
Hua nANo.

Ha doHe MoHoTepanuu MATID y HawKnx naumneH-
TOB TaK Xe oTMe4yeHo noBblleHne CKD ¢ 79 po 109
MJ/MUH (pyc. 6).

Takum o6GpasoM, y Hawux nauneHToB IgA-HIM
nposBnsanacb pa3HooBpa3HbIMUA KIUHUYECKUMU
cuHgpoMmaMn. OHa NpeuMyLLecTBEHHO npoTekana ¢
He ®PUTNHECKUM CUHOPOMOM U U30IMPOBAHHOW NpoTe-
VHYpUel-reMaTypuei, To eCTb UMeN MecTo AO0BOJIbHO
TsKenble KNHUYecke GopmMbl. DT0 06bACHAETCH TeM,
4yTOo BMOMNCUI0 MOYKM Mbl NALMEHTAM C U30JIMPOBaH-
HOW remaTypuei He NMpoBOAWUNKM, Npeanonaras y HUX
HeBblpaXKeHHble n3MeHeHUs no mopdonorun. Mo aaH-
HbiM Appel G.B. n coaBT. (2006), acumnTomaTuyeckasa
remMaTypus ¢ NpoTeuHypuen nnm 6e3 Hee — Hanbonee
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yacTble npoasneHus IgA-HIM, HO MOryT UMeTb MecTo
Tak Xe noyeyHas He4OCTaTOYHOCTbL U apTepualibHas
rmnepTeH3us, To ecTb HedPUTUYECKUIA CUHOPOM, Be-
pPOSITHOCTb KOTOPOro ¢ BO3pacTOM yBenudmBaeTcsa. Y
HalWWX nauneHToB cHukeHne CK® oTmeyeHo y 60Mb-
wmHcTBa — 11/15 naywenTtoB. Ong IgA-HIM TunuyHa
Makporematypusa nocne vHbekumu (Kak npasuno,
BEPXHUX AbIXaTeNbHbIX MyTeW), KoTopas XxapakTepHa B
0eTCKOM M MONIoAOM Bo3pacTe, a nocne 40 net npak-
TM4eckK He BeTpeyaeTcs (1). Cpean HaWMX NauneHToB
MakporemaTypus oTmedanach y 6oablumMHcTBa (13/15),
xoTq KaHaT6aeBa A.B. (1982) n gpyr1e aBTopbl Haxo-
avnn B 50%. Hapo 3amMeTuTb, 4To No HabnwopeHusam
yKasaHHbIX aBTopoB, IgA-HI npoaBnganackb TONbKO
M30/IMPOBaHHBLIM MOYEBLIM CUHAPOMOM (reMaTypust Unn
remaTypus + npoTenHypus). HedpoTniyecknin CUHAPOM
npu IgA-HI BcTpevaeTca npuMepHO B 5% NO AaHHbIM
nutepatypsbl (1). Y Hawux nayMeHToB, 04HAKO, OH He
aBnancs peakocTblo —y 4/15 (2 B codyeTaHun ¢ HuC).
Mpw aTOM BblpaXxeHHasi MPOTEUHYPUS CBUAETENbCTBYET
0 3HaYNTENbHbLIX CTPYKTYPHBLIX MOBPEXAeHUAX Kny6oy-
KOB M NPOrpeccupyloLeM HapyLLeHUN GYHKLWA NoYek.
He3HauyuTenbHOe KONMYECTBO NALMEHTOB MOTYT UMETh
MWHVMabHbIe M3MEHeHUs, Toraa Kak 4eno3ntsl IgA n
npoTeuHypua yxoaat noa aenctemem NKC. 910 — cocy-
LiecTBoBaHMe AByx 3aboneBaHuii: BMW 1 IgA-HIM (7, 8,
9). ¥ Hawwmx naymeHToB HC accoummpoBancs ¢ Bbipa-
XEHHBIMU M3MEHEHUSAMU B kiyboykax — GUBpo3HbIMK
NOAYAYHUSMMW, TOTanbHO U POKaNbHO CKJIEPO3UPOBaH-
HbIMU KNy6oukamMu, ANGOY3HBIM MHTEPCTULMATBHBIM
dnbposom 1 aTpodurel kKaHanbLEB.

B oTHOWeEHUM NevyeHUsa 3KCTpakanuaaspHOro
rnomepynoHedputa (OKIMH) npm IgA-HIM HekoTopble
vuccnefoBaTeNM pekoOMeHAYIOT MPOTOKOMblI leHeHUs
AHKA-accouunpoBaHHoro 3KIMH — ¢ npuMeHeHMem
BLICOKWMX [,03 rioKokopTukocTepouaoB (MKC) n Ud, B
HEeKOTOpPbIX ciyyasax nnasmoo6bmeH (10, 11). Barratt J.
1 coaBT. (2006) pekoMeHaytoT LD 1 FKC npm Hannymn
>10% KnyB6OYKOB C NONYNYHUSAMW, aKTUBHOTO BocMare-
HUS B KJTyBoUYKax U CHUXEHUM NOYEYHbIX QYHKLMIK NpK
OTCYTCTBUW BblpPa>XXeHHbIX XPOHUYECKNX U3MeHEHUI. Mbl
Ha3Havas M HaWuM 4 AeTSIM ¢ NOAYAYHUSIMW B/B NMybChbl
MM (BceM), nepopanbHbii M3 (3), UdD (1), MM® (2), ASA
(2) co CHKEeHWEM UK KynMpoBaHUEM akTUBHOCTU Mpo-
uecca. 1 ¢ HC Ha B/B nynbcax MI 1 M3 Bbilwen B NOJHYO
pemMuccuto, a BTopoi ¢ HC Ha Ud, ABA n MM® n N3
oTMedeHa HopManmaaumsa CKD n cHmuxeHume MY go 0.2
r/c (BpemeHamn oTp). Y 1 ¢ BINIMH Ha B/B nynbcax MI,
N3 n MM® oTmeueHo yny4wieHne GUNBLTPALMOHHON
GYHKUMM noyek, cTabunuaaumna MY Ha 0.9 r/c. 1 1 ¢
MY-TY Ha doHe nedeHnda N3 n A3A nony4ymn cCHUXeHWe
MY po 0.3 r/c. Mo paHHbIM nuTepaTypbl, IKIMH npu
IgA-HI, HecMOTpPSA HA UMMYHOCYNPECCUBHYIO Tepanuio,
vmeeT 6onee HeBNaronpUATHLIA NPOrHO3, YeM Apyrue
dopmbl IKIMH. Tak, rogoBad novyeyHas BbKMBAEMOCTb
npm OKIMH npu IgA-HIM Tonbko 50%, natuneTHas — 20%
(2). B Hawen rpynne nauuveHTOB aKcTpakanuiasgpHas
nponndepayma Hocuna GokanbHbIM xapakTep (MeHee
50%), ¢ 4eM, BEPOSATHO, M CBA3aHa ny4ywas agnHamMuka
3aboneBaHnsa Ha doHe MMMYHOCYMNPECCUBHOW Tepa-
nun. K cyacTbio, ocTpas noyeyHas HEAOCTaTOYHOCTb Y
HalKWX NaUueHTOB He pa3BuBanacb. OaHako Heobxo-
OVMO MOMHUTB, YTO OHa BcTpeyaeTcs B <5% cnyyaes
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(1), » NpY OTCYTCTBUM YNyHLIEHNA NOYEYHbIX QYHKLUA
B TeyeHWe 2-3 AHeNW faxe npu paHee yCTaHOBJIEHHON
IgA-HIM, Heo6xoaMMO NpoBeAeHME NOBTOPHOM 61oncnm
noyku Ansa agnddepeHuUMpoBaHUSa MeXay 0CTpbIM Ty6y-
NIOHEeKPO30M, KOTOPbLIA CaMOCTOATESIbHO pa3peLlaeTcs
npw noaaepxvBatwLler Tepanum, n OKMH, TpebytoLimm
MaCCMBHOM MMMYHOCYMPECCUBHOM Tepannu.

Barratt J. n coasT. (2006) pekomeHpytoT KC
TONbKO Npw codeTaHum IgA-HIM ¢ BMIW, HO He B Apyrux
clyyaax HedpoTuyeckoro cuHapoma npw IgA-HM (2).
TeM He MeHee, Mbl NONYYMUIN OYEHb XOpOoLUMe pe3ylib-
TaTbl nevyeHmsa HC npwu IgA-HIM TKC. Mo gaHHbIM apyrux
nccnepoatenen, NKC Tak Xe nokasaau Bblpa>KeHHbIN
addekT B cHMxXeHnU MY n npeaynpexaeHmn TIH npu
10-neTHeM HabnwaeHUn NaumeHToB ¢ IgA-HIM (7, 12).

M3 4 Halmx nauneHToB, noayyaswmx LUd, 3 nony-
Yyanum Tak xe 1 MM®, B ¢BSI3U ¢ YeM TpyAHO CyAUTL 00
3ddenKTUBHOCTM KaXA0ro npenapata B OTAEbHOCTU.
Tem He MeHee, Ha dOHe Takoro nocnefoBaTeNbHOro
neyvyeHUss IMMYHOCYNpeccopamMm oBLLErO U CeNeKTMB-
HOro AeWCTBUA Yy BCEX MaLMEHTOB OTMEYeHO Kymu-
poBaHWe 3KCTpapeHalbHbIX MPOABAEHUN, CHUXEHUE
NPOTEMHYPUN U yNyULleHUe GUNLTPaLMOHHOM GQYHKLIMN
noyek. HekoTopble aBTOpbl PEKOMEHAYIOT MPUMEHSATb
Lld y naumMeHToB ¢ BLICOKUM pUCKOM pa3Butnsa TXMH B
TeyeHue 5 net (8), a umeHHO — npu OKIMH npw IgA-HI
¢ BbIcTpONporpeccuUpytoLlelt NoYeyHom HeaoCcTaTOu-
HOCTbIO (2).

B 2 nccnepoBaHusx npu npumeHeHnn MM® y na-
uneHToB ¢ IgA-HIM oTMmeyeHo cHMXXeHWe Y 3a nepuopg,
HaGnoaeHnsa 18 mecsaues (9, 13). Mbl Tak Xxe Habnoaa-
NV BblpaXkeHHOe CHUXEeHMe aKTUBHOCTU 3aboneBaHus
y 5 Hawux naymeHToB, nony4daswnx MM® B TeyeHne
okono 1 ropa.

Bce Halwwm naumeHTol noayyanu MAM®, Ha doHe
KOTOpPOro, faxe npu MoHOTepanuu, 0TMevalochk Bbipa-
XEHHOE CHIXeHMe NpoTenHypun. Kak nasecTHO, naum-
€HTbl C apTepuanbHol runepTeHsmnenn, MY 6onee 1 r/c
W cHkeHneM CK® K MOMEHTY MOCTaHOBKU AMarHosa
VIMEIOT MOBbILWEHHBIV pUCK NporpeccupoBaHnsa go TIH.
Y Takmx nauueHToB HeoBxoAMM KOHTponb ALl (uene-
Boe ALl 125/75 MM.pPT.CT.) C MaKcUManbHOW 6Gnokanon
PEHWH-aHTMOTEH3VHOBOW CUCTEMbI AN MUHUMM3a LN
My (14, 15). B nccnepoBaHugx Apyrux aBTopoB Tak Xe
nokasaHa addekTBHOCTL MAIMD Npu nporpeccupy-
lowen IgA-HIM B cBA3M € UX aHTUNPOTEUHYPUYECKUM
adpdekTOoM B BUAE MOoHOTepanuun (16) 1 B coyeTaHUun ¢
610KaTopaMn aHIMOTEH3MHOBLIX peLenTopoB (17).

B nuTepatype obcyxaaetca aPDEKTUBHOCTb Phbl-
6bero xupa. No NpeaBapuUTeNbHBIM AaHHBIM Bonlee He-
OaBHWX paHAO0MN3MPOBaHHBLIX KOHTPOMPYEMBbIX UCCre-
0,0BaHWii cpaBHeHUs pbIBbero Xupa ¢ NPeAHN30I0HOM
1 nnaue6o Npu 2-neTHeM HabnaeHNN 3D OEKTUBHOCTD
rnepBoro He fokasaHa (18, 19). Tak xxe cpencTBa, BAUS-
oL Me Ha remocTas — BapdapuH, ypokmMHa3a 1 aHTuar-
peraHThbl — He MoKa3anu AOCTaTO4YHOM A,0Ka3aTeIbHOCTU
nx apdekTnBHOCTK (2). Mbl Ha3Ha4YaNM pbIOUIA XMP Ha
doHe neveHus MATID amBynaTopHo, 4TO He MO3BONSAET
caenaTtb Kakoe-nnmbo 3akioyeHune.

AHTUOMOTVKM He urpaioT ponn B npodunakTuke
peuManBOB MakporemMaTypuu, faxe y MauMeHToB ¢
GakTepuanbHblM TOH3UANUTOM. TOH3UN3KTOMMUSA BCe
elle NpPUBETCTBYETCS B HEKOTOPLIX CTPaHaXx, Hanpumenp,
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B AnoHum (20, 21). Mo aaHHbIM repMaHcKoro nccnepo-
BaHWS NPeMMYyLLLECTB TOH3MN3KTOMUA HE UMeET (22).
K coxaneHuto, 4o cux Nop HeET MeToAa NeyeHus,
BAMSIOLWLErO Ha Aeno3unThl IgA B MesaHrnum. Mimetowu-
ecsl MeToAbl leYeHNUss B OCHOBHOM HamnpaB/leHbl Ha
VMMYHHbI 1 BOCNanMUTeNbHbIN NPoLLECCHI B KNyBo4yKax
1 TYGYNOVMHTEPCTULMW, BEAYLLME K CKNEPO3NPOBaHUIO
MnoYyeyHo TkaHW. TpebyloTca MHOIONIETHME KOHTPO-

NMpyeMble paHAOMW3MPOBaHHbLIE KUCCed0BaHNS Ha
6onbLUOV rpynne nauueHToB AN OLEHKW pasimnyHbIX
NMPOTOKONOB MMMYHOCYNPECCUBHOW Tepanuu npn IgA-
HIM (2). Tem He MeHee, BNepBble NpeacTaBASAeMbli
HamMu onbIT nevyenusa IgA-HIM B KasaxcTaHe nokasbiBaeT
Lenecoobpas3HOCTb NAaTOrEHETUYECKOW MMMYHOCYM-
PECCUBHOW Tepannm, NO3BONSET YNYYLLUTb TeYEHNE U
nporHos 3aboneBaHMs y NaLMEHTOB.
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