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Pecbepat. BeedeHue. bonesHb MYHMManbHbIX U3mMeHeHui Bctpedaetces y 10—15% B3pocnbix NaumneHToB, CTpagatoLLmx
namonaTnyeckmum HeppoTUYECKUM CUHAPOMOM, HEPEAKO MMEET peunanBupytoLLee TedeHre. [TiokokopTukonabl addek-
TUBHbI B JOCTUXXEHNN PEMUCCUM, HO Y YacTu NauMeHToB HabnaaeTcs CTeponape3ncTeHTHOCTb U NporpeccupytoLlee
TeyeHune 3abonesaHus. B nccnegoBaHusax nocnegHUX feT uaydeHbl MexaHu3mbl pasBuTmua 60nesHn MUHUManbHbIX
N3MEHEHWI B LieNsiX OLLeHKN NporHo3a 3abonesaHusi 1 3 HEKTUBHOCTM MMMYHOCYNPeCcCUBHoN Tepanuun. Lens — 0630p
COBPEMEHHbIX AaHHbIX MO AMarHoCTUKe, MaTtoreHeTnYeckon Tepanum 6onesH MMHUManbHbIX UBMEHEHWIA U EMOHCTPa-
LS KNMHMYeCKoro HabnoaeHs nayneHTa ¢ peumanBom 3aboneBaHus U pe3ancTeHTHOCTLIO kK cTepoaamM. Mamepuan
u Memodsl. [poBefieH NOUCK OPUrMHarbHbIX UCCNEeA0BaHNI B UHOCTPAHHOW 1 OTEYECTBEHHOW NUTepaType no Teme 3a
nocnegHue 5 net. Pesynbmamsi u ux o6cyx0eHue. boneaHb MUHUMAarbHbLIX U3MEHEHUIN KITUHUYECKM NPOSBNSETCS
ObICTPbIM, NPaKTU4ECKN BHE3aAMNHLIM pasBUTUEM HedPOTUYECKOro crHAPOMa (MPOTEMHYpUen, rmnoansbymMmHeMmen,
BbIP2XXEHHOWN rMNepxonecTepuHeMmUEn, a Takke MacCMBHbIMU reHepann3oBaHHbIMU OTEKaMK); MHOTAa BCTPeYatoTCst
apTepuanbHas rMnepTeHsns u MukporemaTypus. [MIOKOKOPTUKOMALI Ha3HavaloTCs elle A0 MOMeHTa Mopdornornye-
CKOW BepudmKauum anarHosa anst JOCTUXEHUS paHHMX pemuccuii. TedeHne 3aboneBaHusi B OCHOBHOM Jobpokadye-
CTBEHHOE, y B0mMbLUMHCTBA NAaLMEHTOB NPU YyBCTBUTENBHOCTM K CTeponaaM AnUTeNbHO COXpaHAaeTCst (DYHKLMS NOYeK,
Npv Pe3nCTEHTHOCTM K CTeponaaM OTMeYaeTcs nporpeccupytollee Te4eHne ¢ NCXOA0M B TEPMUHANbHYIO NMOYEYHYIO
HeAoCTaTOMHOCTb. [peAcTaBneHHbIN KNMHUYECKUA Crlyqan MHTEpeceH TeM, YTO pasBepHyTas kapTuHa 6onesHn Mu-
HUManbHbIX NU3MEHEHWUI — TSHXKENbIN HePPOTUYECKUIN CUHAPOM, CTEPOUAPE3NCTEHTHbIV, NMOABUIICS Y NauueHTa CrnycTs
rog nocne Aebiota 3abonesaHns; nocne nNpoBefeHUs KOMBVHNPOBAHHOM MMMYHOCYNPECCUBHOW Tepanuun B TeYeHne
16 Hep JOCTUrHyTa HenonHasi peMmuccus. Bbigodsl. K coxaneHuto, B HACTosiLLEee BPeMs HET AOCTYMHbIX U JOCTOBEPHbIX
METOA0B, MO3BOMSALLMX MPOrHO3MPOBaTL Pa3BUTNE CTEPOMAPEINCTEHTHOCTU U HET APPEKTUBHBIX METOAOB Tepanum
C rapaHTUPOBaHHbIM AOCTUXKEHMEM PEMUCCUM B TaKMUX CryvasX.
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Abstract. Background. The disease of minimal changes occurs in 10—15% of adult patients with idiopathic nephrotic
syndrome, it often has a relapsing course. Glucocorticoids are effective in achieving remission, but in some patients
steroid resistance and progressive course of the disease are observed. Recent studies have investigated the mechanisms
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of minimal change disease development for the purpose of estimating the prognosis of the disease and the efficacy of
immunosuppressive therapy. Aim. The aim of the present study was to review current data on the diagnosis, pathogenetic
therapy of minimal change disease, and to demonstrate the clinical case of a relapsed disease in steroid resistant
patient. Material and methods. A review of original research in the foreign and domestic literature on the subject over
the past 5 years was conducted. Results and discussion. Minimal change disease is clinically manifested by rapid,
almost sudden development of nephrotic syndrome (proteinuria, hypoalbuminemia, marked hypercholesterolemia,
and massive generalized edema). Arterial hypertension and microhematuria occur occasionally. Glucocorticoids are
being prescribed to achieve early remission even before morphological verification of the diagnosis. The course of the
disease is mostly benign. The majority of patients with steroid sensitivity have long-term preserved renal function, while
steroid resistance is associated with a progressive course leading to terminal renal failure. The presented clinical case
is interesting because the unfolded picture of the disease of minimal changes including severe nephrotic syndrome and
steroid-resistance, appeared in the patient a year after the disease debut. After receiving combined immunosuppressive
therapy for 16 weeks incomplete remission was achieved. Conclusion. Unfortunately, at present, there are no available
reliable methods to predict the development of steroid resistance and there are no effective therapies guaranteeing the
achievement of remission in such cases.

Key words: minimal change disease, immunosuppressive therapy, course, clinical case.
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B BeaeHue. o onpegeneHnto, 60nesHb MUHK-
MarnbHbIX nameHeHu (BMW) — ato Henponude-
paTuBHas rnomepynonaTusi, He UMeroLLast KaknMx-nMbo
MOPONOrMYECKNX KPUTEPUEB NPU CBETOBOW MUKPOCKO-
nuu, oBycrnoBneHHas noBpexaeHnem (MMMYHHbIM Unn
HEUMMYHHbIM) NOZOLMTOB (NogoLMTONaTUA), KOTOpas
ONarHoCTUpPyeTCa UCKIIOYUTENBHO NPU yNbTpacTpyk-
TYPHOM aHanu3e B Buae guddy3HOro CrimsHnst HOX-
KOBbIX OTPOCTKOB nogoumnToB. [NoBpexaeHvne nogounTa
onpeaensieT opMMpoBaHne B KNMHUKe 3aboneBaHus
HedpoTudeckoro cuHapoma (HC) [1].

Mpn nmmyHomopdonornyeckom aHanuse gns
BMW xapakTtepHO OTCyTCTBME OTNOXEHUN NMMYHOTO-
OyNUHOB NN hpakuun KOMMNIEMEHTA B CTPYKTypax
HedpoHa. B pegknx cnydasx obHapyxuBawT OT-
noxenus ummyHornobynuHa (Ig) M n C3c dpakumm
KOMMnemeHTa B rnomepynax. B psge cnyyaes (o1 6
10 23,8% 6uoncuii) B Me3aHrum Kiybo4koB NaumeHToB
¢ BMW o6HapyxuBatoT oTnoxeHusa aenosutos IgA [1].
B ocHoBe nanonatnyeckoro MW BbisiBnseTcs auc-
dyHKUUS T-KNETOYHOro 3BeHa MIMMYHHOW CUCTEMbI UMK
reHetTmyeckne mytauumn, Ho BMU moxeT ObiTb Takke
accoummpoBaHa C annepruen, oHkozaboneBaHusMM,
nekapcTtBamu. B natoreHese y4acTBytoT Ba MexaH13Ma
pasBUTUSA: UIMMYHOONOCPEAOBAHHbIA Y HEVUMMYHHbIN
[2, 3].

BMW nposiBnsieTcst GbICTpbIM, NPaKTUYECKN BHE-
3anHbIM pasBuTMEM HedPPOTUYECKOro CUHAPOMA
(mepneHHoe passutue HC He xapaktepHo ans BMW)
c npoteuHypuen 6onee 3,5 r/cyT, runoansbymuHe-
MUEN, BblpaXXEHHOW rnnepxonectepuHemMmen, a
Takke MacCUBHbIMU reHepanna3oBaHHbIMU OTEeKamu.
He xapakTepHbl apTepuanbHasa runepteHsus (AlN) un
M3MEHeHNs MOYEeBOro ocajka, Ho y B3pOCHbIX OHU MO-
ryT BcTpeyatbes: Al — B 9-55%, mukporematypus —
B 21-33%. Nmetowasca npn HC runoansbymuHe-
Mus obycnosneHa notepen anbbymMnHa C MOYOMH,
ero katabonMaMom 1 HapyLLeHUSMU pacnpeaeneHms
anbbymmHa Mexay BHYTPU- U BHECOCYAUCTbIM MpPo-
CTpaHCTBaMM M MOXET MpUBECTM K pasButuio ben-
KOBO-3HEepreTu4yeckon HegocTaTovyHOCTU. Hepeako
pa3BMBaKOTCH OCNOXHEHWS: CMOHTaHHbIE BEHO3HbIE U
apTepuanbHble TPOMB03bl U 3MOBONUK, BblpaXeHHas
rMnoBONeMnUs C OPTOCTATUYECKON TMNOTEH3NEN U
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r’MNOBOMEMUNYECKUM LLOKOM C UCXOOOM B OCTPOE Mo-
BpeXaeHune noyek, Hambonee 4acTo Bo3HMKaloLLee Y
nuy, noxunoro Bospacrta [1, 2, 3].

BaxHbim otninumem BMU siBnsieTca GbicTpas pemumc-
cus Npu HasHaveHun rmokokopTrkongos (I'K) c Hopma-
nmnsaumuen He TONbKO KNMHMYECKMX U nabopaTopHbIX
nokasatenewn y 60MbLUNMHCTBA NAUUEHTOB, HO U C HOp-
Manusauuen NpoTerHypum B nepuog, ot 3—4 oo 6-8 Hep.
WHorpa 3abonesaHne npeacTaBneHo O4HUM 3Nn3040M
HC, Ho valle nmeeT peungmsupyloLlee Te4eHne, npu-
YyeM peunamBbl MOTYT BO3HUKATb Kak 4Yepes nonroaa,
Tak n vepes rogbl. Ecnv nauuweHT, nepeboneswmnn B
OEeTCTBe, He 3HaeT UNu He NOMHUT O NePBOM 3NM304e
HC, 1 aT0T 9ann3oa He oTpaxkeH B MeOULMHCKOW AOKY-
MEHTaLUMK, TO Takne NauueHTbl OMOOYHO cUMTalTCA
300pOBbIMU 1 MOTYT NogBepraTbcs pUcky 060CTpeHun
BMW v nporpeccrpoBaHuto 3aboneBaHns NPy KOHTaKTe
¢ dhakTopamu pucka Ha paboTte, npu cnyxbe B apmun
unu B 6bITY [1, 2, 3].

BonesHb MUHMMaNbHbLIX U3MEHEHWUI Y B3POCHbIX
BCTpeyvaeTca pexe, yem y geten — ot 10 go 15% He-
poTundeckoro cuHapoma. Y geten bMU asnsetca Han-
bonee yacTon NpUYNHON HEDPOTUYECKOrO CMHAPOMA
(0o 76,6%); pacnpocTpaHeHHOCTb cocTaBnser 2—7
cny4aes Ha 100 Tbic. HaceneHus B rod. VI B geTckomn, n
BO B3pOCION Nonynsauum B 2 pasa Yalle 6onetot naum-
€HTbl MyXCKoro nona [2, 3, 4].

B 6onblwmHcTBe cny4vaes npuynHa BMW HensBecT-
Ha, HOo y 10—20% naumeHTOB 3aboneBaHune ABMseTCs
BTOPUYHBLIM U MOXET BO3HWKHYTb Ha hoHe onyxore-
BblX, B TOM 4ucne numdonponudepaTnBHbiX 3ab60-
neBaHWN; NHMEKUNIA, NEKAPCTBEHHbIX Y TOKCUYECKNX
BO34EeNCTBUN, aTONUW, ayTOUMMYHHbIX NPOLLECCOB,
pexe — repnetTndopmMHOro gepmatura, TMpeonauTa,
aHTudochonMnMaHoro cMHApPoMa, caxapHoro anabeta
| TMNa, nepBM4HOro GUNMapHOro LMppo3a, capkomgo-
3a, bonesHn MperiBca, MMacteHun paBuc, cuHapoma
MneHa — bBappe [1]. Mo gaHHbBIM uccnegoBartenen u3a
Kutas, 6onee nonosuHbl nauneHToB ¢ BMW (54,4%)
nmenu conyTcTayloLme 3abonesaHus: guaber, renatut
B, unppo3s neyeHun, pak nevenu [1, 5].

TeyeHne GonesHn xapakTepuayeTcsi Kak COHTaHHbI-
MW, TaK 1 ONocpeaoBaHHbIMU peuuansamn. Habnoge-
Hue 3a 340 naymeHTamun ¢ BMW Ha npoTskeHmmn 20 neT
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nokasano, 4to 47,4% nauneHToB MMENu Mo KpanHen
Mepe oauH peunaus, 12,4% — penkue obBoCTpeHUs,
25,3% —vacTble (4 unu 6onee B TeyeHue roga); 9,7% —
CTEPOUAHYIO pe3nCTeHTHOCTb [5]. Y 32 n3 51 nauuneHTta
Ha npoTskeHun 14 net 6bino oTMedeHo 1-8 peumanBeos,
B 33% cny4aeB BO3HMKaa CNoHTaHHas pEMUCCUS; CBS-
31 MeXxay BpeMeHeM HacTynseHns NepBoro peunanea
1 0BLLUM KONMYECTBOM PELMAMBOB HE 0OHapPYKeHO [6].
Mo paHHbIM BputaHckux nccnegosarenemn, addeKTns-
HOCTb KOPTMKOCTEPOUOO0B B AOCTMKEHUM PEMUCCUN O0-
cturaet 90%, Ho y 61% BO3HMKAOT peLnanBbl, Ipuyem
He 06HapYXeHO NPUYNHHO-CINEACTBEHHON CBA3M CPOKOB
peunanBoB (paHHWE UKW NO34HWE) UK UX OTCYTCTBUSA C
BO3pPacTOM, pacow, YypOBHEM MPOTEVNHYPUUN, HANMNYNEM
remaTtypum, ocTpbiM NMOpaKeHWeM NoYek, Pe3NCTEHTHO-
CTblO K CTeponaam, BpeMeHeEM JOCTUXKEHUS PEMUCCUMN,
CKOPOCTbH KIyO04KoBON hmnnsTpaLmm Unm AnutensHo-
CTblO TEpanuu NPegHN3oNoHoM [7].

MporHo3 BMW cunTtaeTca oTHocuTenbHo Gnaronpu-
ATHLIM: (PYHKUMS NoYvek Y BonbLUMHCTBA NaUUEHTOB C
ropmoHoudyBcTBuTensHOM BMW fonroe Bpemsa octaeTcs
coxpaHHon. Tak, n3 340 nauneHToB B TedeHne 20 net
ymeprio 62 naumeHTa, U3 HUX 25 — Ha cTagum Tepmu-
HanbHOW NOYEeYHOW HeJOCTaTOYHOCTW, Y OCTamnbHbIX
dYHKUMSI NoYek Bbina CoxpaHHOW, KpOMe NauMeHTOB C
nepBUYHON CTEPOMAHON PE3UCTEHTHOCTLIO. Hannyywwmn
NPOrHo3 ObiNn y NauMeHTOB C peakuMmn peuuaneaMmm u
XOpoLMM OTBETOM Ha kopTtukocTepouabl (KC), a He-
fGnaronpusTHbIA — Y nauneHToB ctapwe 50 net u ¢
NepBUYHON CTEPOUNOHON PE3NCTEHTHOCTLIO [5].

CtepounapesuncteHTHaas BMW pacueHnBaeTcs Kak
oTcyTcTBME adpdbekTa cnycTta 16 Hen npvema npegHu-
30/10Ha U XyALWu NporHo3 3aboneBaHus. MNepBryHas
PE3UCTEHTHOCTb K CTepouaam, Mo AaHHbIM Habntoae-
HuA 3a 51 nauneHtom ¢ BMW Ha npoTsxeHun 14 ner,
BbisiBneHa ¥y 8%. C Bo3pacTom pe3ncTteHTHOCTb kK KC
HapacTaeT, cHuxaetcsa addpekTnBHocTb KC npu ne-
yeHun BMU un Bce Gonblue BpemeHu Tpebyetcs Ans
nocTmkeHus acdekTa. MNauyneHTbl ¢ Gonee Tskenom
rmnoansbyMUHypue oTBevanu Ha neveHne GoicTpee,
OfHaKo Mmenun n Gonbluee KONMMYecTBO pPeLnanBOB.
Y monoppbIx nauMeHToB HabnogaTcs bonee paHHMe
peunamnBbl, @ NaUMEHTbl C HAMMEHbLLLMM KOSTIMYECTBOM
peunaMBOB OTBEYaAnu Ha fneveHne meanexHee [6]. MNpo-
rHO3MPOBaTb MCXOA MANONATUYECKOrO HEPPOTUHECKOIO
CYHAPOMa NOMOratloT pe3yrnbsTaThl UCCregoBaHus, CUn-
TatoT Futrakul et al., B KoTopom npogemMoHCTpupoBaHa
KOPPEensuust CHWXEeHUs1 neputybynapHoro kanunnsp-
HOro NoTOKa U HapacTaHUs TyByNoNHTEPCTULMANBHOIO
¢punbpo3sa [8].

BMW — egnHcTBEHHas rmomepyrnonaTus, Npu KOTo-
poW naToreHeTU4eckas Tepanusi rioKOKoOpTUKongamm
(TK) HasHavaeTcs 0O MOMeHTa MopdOnornyeckomn
Bepudukauum gunarHosa. OCHOBHbIM NpenapaTom
Tepanun gebiota BMU siBnsieTca npegHM30MoH B [03€e
1 mr/kr/cyT B ogunH npuem (Makcumym 80 Mr) nnm vyepes
AeHb B gose 2 mr/kr (Mmakcumym 120 Mr) Takke B OauH
npMemM — MMMYHOCYNpEeCCUBHasA Tepanusa «nepBoWn
NHUMY. Tpn HaNMYMM OTHOCUTENbBHbBIX MPOTUBOMNOKA-
3aHWI (CaxapHbIi AMabeT, NCUXNYeckme pacCcTponcTaa,
TSDKENbIA OCTEeOoNnopo3, A3BeHHas b6onesHb 1 Ap.) unm
HenepeHoCUMOCTM NPEAHN30/I0Ha PEKOMEHAYETCH Npu-
MeHeH1e UMMYHOCYNPEeCCMBHON Tepanum «BTOPOK nu-
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HUMY» (LMTOCTaTUKK, aHTUMeTabonuTbl). Ans BMW npu
neyerumn K xapaktepHO pasB1TUe MNOMHOW PEMUCCUN,
T.€. NKBMAauusa HeppoTUYECKOro CMHOPOMA C CyTou-
How npoTenHypuen meHee 0,3 r/cyT n Hopmanusaumen
YPOBHS anbbymuHa KpoBu B TedeHue 4-8 Hea. lMpu
pa3BuTUM NonHom pemunccnm gosa 'K coxpaHsaeTcs elle
oaHy Hegento. OB6LWan NPoJoMKUTENbHOCTDL NeYeHus
K B nepBoHaydanbHOW O03e HE MOXET ObiTb MeHee
4 Hep. MNpw oTcyTCTBUM pemuccun B TedeHne 4—-8 Hep
Tepanusi B Ha4anbHOW J03e MOXET ObITb NPOAOSIKEHA
0o 16 Heg. HenonHas pemucenst (CHWbKeHMe npoTeu-
Hypun Ha 50% OT MCXOQHOM M HOpManM3auus ypoBHS
anbbymunHa kpoBM) B OTBET Ha Tepanuto 'K Bo3MoxHa,
HO He xapakTepHa ans BMW u TpebyeT mckntoyeHus
apyrux npuyuH [1, 2, 5].

BonbWMHCTBO NaLMEHTOB XOPOLIO OTBEYalT Ha
Tepanuto K. C nosBneHnem B KNMMHUYECKON NPaKTUKe
KOPTMKOCTEPOMAOB PE3KO BO3pOCHa YacTtoTa paHHWUX
pemuccui BMW. B peTpoCnekTMBHOM UccrefoBaHUN
95 naumenTtoB ¢ BMW 92% nonyyanu K B exxegHes-
HOM WIM B anbTEPHUPYIOLLIEM (Yepes AeHb) pexnmax B
TeuveHne 26—29 Heg. [Npy aTOM HacTynneHne pemmccnm
B 74% crny4yaeB He 3aBWUCENO OT pexuma Tepanuu.
YeTBepTb MaLMeHTOB OKa3anucb CTeponape3nNCTeHT-
HbIMU. Y 73% nauneHTOB BO3HUKNN peLnamnBbl, HO He
0BHapyxeHo ponu pasHbIxX pexxumoB npvema K B Ha-
CcTynneHum peumamsos [9]. AHanornyHble pesynsraTtbl
nony4eHsbl Npu nccriegoBaHun 125 naumeHToB: cnycTs
16 Hep nocne crapta Tepanun 'K 88% nauueHToB go-
CcTMmun pemmccun, a 54% BNOCNeACcTBMN UMENW OAuH
unu asa peungmea [9, 10].

'K no3BonsoT ObICTPO JOCTUYbL PEMUCCUM, OOHAKO
npv 4NMTENbHON Tepanuy BbICOKME A03bl NPUBOLAT K
YacTbIM OCMOXHEHUAM. ANOHCKMEe nccnegosaTenu no-
NblTanncb CHU3UTb YaCTOTY OCMOXHEHMWI, COKpaLlas
Kypc npegHu3onoHa o 2 mec. KopoTkuin Kypc nede-
HUSA NpuBOAUN K Bornee paHHUM peunguBam, HO He
yBenu4uMBan 4actoTy peunausos B TedeHune 1,5 roga
HabnogeHusa. 3T AaHHble MOXHO pacLEeHNTb Kak npe-
MMYLLLECTBO KOPOTKOMO Kypca y NaumMeHTOB C XOpoLUen
YyBCTBUTENBHOCTLIO K cTeponaam [11]. ToT xe konnek-
TVB B PETPOCNEKTUBHOM nUccrnenoBaHny 192 naumeHTos
nokasarn, 4To ncxog 3abonesaHus He oTnuyarncs cpeam
naumeHToB, nonyyaswmnx HU3Kyt (10—-20 mr/geHb) u
Bblcokyto (bonee 20 mr/geHb) 003y NpeaHU30MoHa.
Takxke cpeau nauneHToB C NONHOM pemunccuen Gonee
BbICOKME A03bl NPeaHN30I0Ha NpK peunanee He Obinn
acppekTnBHEE HM3KNX O03 [12].

[ns nedyeHusa cnyvyaeB C YacTbiMU peuuansamm
CTEPONOPE3NCTEHTHBIX 1 CTEPOMA3aBUCUMbIX MaLMEH-
TOB NPUMEHSIOTCS anbTepHaTUBHbIE JIEKApCTBEHHbIE
npenapartbl MMMYHHOCYNPEeCCMBHOIo aenctaus. [Npea-
CTaBNSATCA UHTEPECHBIMWN AaHHbIE O paBHOW adhdek-
TMBHOCTU MOHOTEpanuu cTepovgamn no CpaBHEHUIO
C codeTaHMeM npeaHU30roHa ¢ MMKOGEHONaToM Kak
B OOCTMXXEHWU, Tak U B ANUTENBHOCTU pEMUCCUN Y
naumeHTtoB ¢ BMW [13]. MukodeHonata modeTnn kak
«LWaasawmuny npenapaTt COBMECTHO C Tepanuen npea-
HW30MOHOM MPOAEMOHCTPUPOBAN 4acToTy peMmnccuit
60-80% B HECKONbKUX KITMHUYECKUX MUCCNeaoBaHUsX
[14].

Cpean ankunumpyroLmx areHToB, uuknodgochammg
nokasasn Hambonbluyto 3¢pEPEKTUBHOCTb NPU YaCTbIX

0630Pbl




peungmBax U CTEpPOUMAHON 3aBUCUMMOCTU. VIHIMbutop
KanbUWHEBPMHA LMUKNOCMOPUH B COYETaHUN C npea-
HW30MOHOM ¥ TaKpOMNMMYCOM MPOAEMOHCTPUpOBanu
yacToTty pemuccuii 64—100%. Putykcrmab B HEKOHTPO-
NNPYEMbIX MCCNeNOBaHNSIX Y NALMEHTOB C YacTbIMU pe-
unanBamMm 1 UMMYHOCYMNPECCOP3aBNCUMbIX MALMEHTOB
nokasan a(pEeKTUBHOCTb, CBA3AHHYIO C Cynpeccuen
1 uctoweHvemM nyna B-kneTtok. AsaTnonpuH y geten
okasancs HeaddEeKTMBHbLIM, B TO BPEMS KaK Yy B3pOC-
NbIX €ro NpMMeHeHne NPUBENO K CHWKEHMIO YacTOTbI
oboCcTpeHuii 1 403 NnpegHusonoHa. lNMpumeHeHny nesa-
Ma3sona B OTAEeNbHbIX NCCNeaoBaHusX Y AeTeu, Kak n'y
B3POCHbIX, HE Aano YeTKoro otTeeTa 06 adpheKTMBHOCTU.
B nunotHom uccnenosaHun nobaeneHne nHrmbutopa
npoTeasbl CakBUHABUPA K pexxnmam UMMYHOCYMPeCCHm
y B3pOCHbIX U AeTel CO CTEPONOPE3NCTEHTHON U CTe-
pounasasuncrumont BMW MoxeT CHU3UTbL NPOTENHYPUIO U
noTpebHOCTL B cTeponaax. B oTaenbHbIX KIMMHUYECKMX
cny4vasix npumMeHsanca nnasmadepes npu TpyaHO noa-
patwowencs nedeHnto bMU [15].

B peanbHoO KNMHMYECKOW NpakTUKe BbIGOp ansTep-
HaTMBHOWM Tepanuu Obin U3y4YeH B PETPOCMNEKTUBHOM
nccnegosaHumn 76 naunMeHToB CO CTEPOUAHON 3aBUCK-
MOCTbIO W YacTbIMK peuuaneamn. 67 nayneHtTam gns
OOCTXEHUS peMuccum noHagobunack «BTopas MMHNUSA»
Tepanuu, 13 nauveHTam — «TpeTbs» U 4 naumeHTam —
«4yeTBepTas». B kayecTBe anbTepHaTMBHOM Tepanuu
«BTOPOM NUHUU» 13 NauneHTOB Nony4any putykcumao,
12 — mukodbeHonata mocdeTnn, 26 — UHMIMBUTOPLI Kanb-
uMHeBpuHa 1 16 naumeHToB — uuknodgocdhamng. Bo
BpeMs Tepanumn «BTOpon nuHuen» y 48 (71,6%) naum-
€HTOB peLnanB BO3HMK B cpeaHeM Ha 17-m mec. bonb-
LUMHCTBO CNy4YaeB peunanBa BO3HUKIIO NPU CHUXKEHNN
003bl UM OTMEHbI NpenapaTa. lNocne «BTOpon NMHUNY
Tepanuu peumame cnyyancs Ha 66-m mec (y nauneHTos,
NPVHUMAaBLUNX PUTYKCUMAb) NpoTuB peunarBea Ha 28-m
Mec (y He nony4yaBLumnx putykcumab). na naumeHTos
«TPETbEN U YETBEPTOM NUHMINY» Tepanun puTykcumad
Takke NpoaeMOHCTPUpPOBan npeunmMyLlecTso B 6onee
NPOAOIKUTENBHOM Nep1oge peM1ccun, Ho CTaTUCTu-
YeCKM 3HaYMMBbIX AaHHbIX NOyYeHo He 6bino [16].

MHoroobeLwaWwmnmMmy BbIrmsaaaT UcCcrneaoBaHus
nocmanumoga (losmapimod — NHIMBUTOP KMHa3bl p38
MAP), cnapceHTaHa (sparsentan — aHTaroHuCT peuen-
Topa aHaoTenuHa Tuna 1A), aganumymaba — aHTu-
PHO-anbga n abatacenta (abatacept — aHTM-CD80),
B KayecTBe neyvyeHus ctepougpesncteHTHoro HC u
npeaoTBpaLleHnsi nporpeccnpoBaHns npouecca [17].

Ony6nu1koBaHbI Criyyam yCneLHoro ne4YeHnst CTepo-
mapesuncteHTHoro HC ¢ nomoulbto adepeauca — nnas-
mMadepesnca ¢ ABONHOW unsTpauuen unm norycne-
LmncbnyHoM MMMyHoaacopbumen. ekt ocTuraeTcs
ANUMUHALMEN aHTUTEN U LIMPKYNMPYHOLWNX (haKTOPOB,
NOBbILIAKLLMX NPOHMLAEMOCTb knyboukos [14, 18].

Takvm obpasom, B HacTosiLLee BpeMs CyLlecTByeT
MHOXEeCTBO BapuaHToB neyeHuss BMW. MNauneHTbl B
OCHOBHOM XOpOLLO pearvpylT Ha Tepanuio «nepBou
NUHUNY, NPEeACTaBneHHoW KopTukocTepomngamu. Npu
cobntogeHnn koMnnareHca Yactota HexenaTernbHbIX
SIBNEHUN MYHMMarbHa, CHUXKaeTCs pUCK peLManBOB U
OOCTUraeTcsi nonHasi peMmceus.

M3yyeHntio nepBMYHOM CTEPOUOHON PE3NCTEHT-
HOCTY A5 NPOrHO3MpPOBaHUA ucxoaa u TedeHns MU
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nocBsilLleHbl MHOTMe uccnegoBaHus. B nocnegHue
rogpb! 661Ny BbISIBNEHbI MyTaLMU NPY HACNEACTBEHHbIX
dopmax ctepouadyscTButensHoro HC. bbino obHa-
pyxeHo, 4to 6enkn cemenctea KANK (Kidney ankyrin
repeat-containing protein), nrpatoLume Knto4YeByo porb
B PYHKLMOHNPOBAHUM MOAOLMTOB U perynupyroLme
akTMBHOCTb Rho I'Mdaskl, He hyHKUMOHMPYIOT npu
ctepongpesncteHtHoMm HC. Ewe ogHum chakTopom
pe3nCTEeHTHOCTM OKasanocb HapyweHue b6anaHca
T-numcpountos. CmeLLeHne paBHoOBeCUs nyna numago-
LMTOB B CTOPOHY Th17-KneTok NpMBOAWT K BbICBOOOX-
AeHunto paktopos umpkynsummn, UN-17 n k crepongHom
pe3nCTEHTHOCTU. B-kneTku, B CBOK oyepenb, TOxXe
urpatoT porb B natoreHese BEMW, 4yTo nogTBepxaaeTcs
CBOWCTBOM puUTykcumaba umHOyuMpoBaTb PEeMUCCUI0
[19].

X-cuenneHHbIN UXTUO3, PeLIeCCUBHOE KOXHOe 3a60-
nesaHue, cuenneHHoe ¢ X-xpoMOCOMOMW, BbI3blBAETCH
BPOXAEHHOW HEAOCTATOMHOCTLIO CTEPOUAHON Cynbda-
Tasbl, MOXET conpoBoXAaTbcs nanonatnyeckum HC.
Mpepnonaraetcs, 4To 4eMUNT CTePOUaHOM cyrbda-
Tasbl MPUBOAUT K YBEMNUYEHMNIO HaKoMneHus cynsgara
XOnecTepuHa, YTo HapyLllaeT LenoCTHOCTb MEeXKIe-
TOYHbIX COEAUHEHWN FMOMEPYNSAPHLIX ANUTENUanbHbIX
KNeTOoK Lenesov Avadparmbl NOAOLMUTOB Y NPUBOAMUT K
npoTtenHypumn n HC. CtepovaHas cynbgaTasa otBevaeT
3a KOHBEPCUIO CynbdaTMpoBaHHbIX CTEPONAOB B He-
cynbaTtnpoBaHHble popmbl. CynbdaTtmpoBaHHbIe CTe-
povabl MMetoT criabyto aKTUBHOCTb UM HEAKTUBHBbI, YTO
MOXET OOBbSCHATb CTEPOUAHYIO PE3NCTEHTHOCTD [20].

B HepaBHO Bblwedwem HabnogatenbHOM UC-
crnefoBaHWM B3POCTbIX U AeTel, cTpagarowmnx namno-
natudeckum HC, 6bina npogeMoHCTpUpoBaHa CBA3b
NOD-nogo6HbIX LUTOMNNa3MaTUYecknx KneToyHbIX
peuenTopos, cogepxalumx nidpnammacomy NLRP3, n
oTBeT Ha neveHune K. Okasanocs, 4to 80% B3pOCHbIX
€ HU3knM meTunmpoBaHneM NLRP3 6bInmn pe3ncTeHTHbI
K neyeHuto. M3bbITouHas akcnpeccus h HEAOCTaTOYHOE
metunuposaHme NLRP3 npuBogmno k paclienneHuio
K-peuentopoB. Takum 06pasom, oLieHka akTUBHOCTU
meTunupoBaHns NLRP3 MoxeT cnyxuTb Mapkepom
CTEpOMOHON pe3ancTteHTHocTu [21].

Bonee 20 net Mmo4eBoO peTUHONCBA3bIBaOLLMIA Be-
FOK U3BECTEH KaK MHAMKATOP NOPaXKeHUS NPOKCUMarb-
HbIX Tpybo4ek HedppoHa. B nccnegosaHmm Mastroianni
et al. usyyanucb ypoBHM peTMHONCBA3bIBatoLLEro benka
y naumeHToB ¢ HC oo 1 nocne 2 mec neyexuns K. Haun-
Goree BbICOKME YPOBHM MPOrHOCTUYECKON 3HAYNMOCTH
OblNN OTMEYEeHbl Y NauMeHToB, cTpaganwmx BMU n
dokanbHbIM CerMeHTanbHbIM FIOMEpPYOCKNEPO30M.
YpoBeHb peTuHorncaa3sbiBatoLero 6enka 6onee 1,0 mr/n
yBenu4mMBan puck CTEPONAHOWN PE3UCTEHTHOCTU B
30 pa3 no cpaBHEHWIO C NauueHTamu, y KOTopbIX Mo-
ka3atenb 6bin meHee 1,0 mr/n [22].

M3y4eHne HegocTaTodHOCTU BUTamuHa D y pgeten
¢ BMW nosBonuno BbIsIBUTb MNOTEHLMANbHbIN MapKkep
cTepouaHon peaucteHTHocTu. Okasanocb, 4TO fge-
duumnT BUTammuHa D Bo3HMKan Bo MHOrom Gnarogapsi
notepu Hocutend sutammuHa D ¢ movon. B cpaBHu-
TenbHoM nccnegosaHuy Bennett et al. nusyyanu yposHu
BuTammnHa D-cBasbiBatolero 6enka B Move y geren ¢
ngnonatndeckum HC, yyBcTBUTENBHBIX (N=28) 1 pesu-
CTEHTHbIX (N=24) k neveHuto K. YpoBeHb BUTaMunHa
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D-cBsisbiBatoLlero 6enka B Moye 6bin 3HAa4YMMO Bbille
y CTepounapesncTeHTHbIX naumeHToB. OnTumanbHas
yyBCTBUTENBHOCTL (80%) 1 cneumdmnyHocTb (83%) map-
Kepa Oblna NpogeMOHCTpUpOBaHa NMpu NpPeBbILLEHUN
BuTamunHa D-cBsisbiBatoLero 6enka 6onee 362 Hr/n [23].

OpHa u3 runotes, obbacHAwLWas natoreHes BMU,
cBsi3blBaeT MHAaykumo CD80 (B7-1) n gncdyHKumio pery-
NATOPHbIX T-KNETOK C HapyLUEeHWEM ayTOpPerynaTopHOm
dyHKLMM nogoumToB unmn 6e3 Takosoro. Y 55 naymeHToB
¢ BMW 6binn usyyerbl ypoHu CD80 1 aHTureHa 4 k
uutoTokeuyeckum T-numdoumntamm (CTLA-4 — cytotoxic
T-lymphocyte antigen-4) B cbiIBOpOTKE KpOBU, MOYE U
B TKaHu noyek. Okasanock, 4to Tepanus 'K npu BMU
npvBogmuna K nosIHOM PeMUCCHM TOMbKO Y NauMEHTOB C
nonoxutensHou akcnpeccuert CD80 n oTpuuaTensHomn
akcnpeccuen CTLA-4 B rmomepynax unu BbICOKUMU
ypoBHsAMY CD80 1 Huskumm yposHamu CTLA-4 B moye
[24].

MomM1MOo ayTOMMMYHHbBIX MEXaHU3MOB, HE4ABHO Obl-
no obHapyXeHo, 4YTo Benku, akcnpeccupyemble Noao-
uuTamm, Takke BUSIOT Ha KNyBGo4KoByo chmnnsTpaLmio
npn BMW. Okasanocb, 4To y CTeponape3nCTEHTHbIX
NaLMeHTOB 3HAYUTENbHO CHUXEHA MMMYHO3KCINpeccus
cvHanTonoanHa — Gernka CoKpaTUTENbHOrO annapara
HOXKM nogoumta [25].

3a nocnegHue rogbl oTKpbITO 6onee 30 myTauui,
MOBUHHbIX B CTEPOUAHON pe3ncTeHTHocTU. CornacHo
AaHHbiM Lovric et al., y 30% nauveHToB C AebioTom
crepoungpesmcteHTHoro HC go 25 net MoxHo obHapy-
XWUTb MO KpanHen mepe ogHy u3 30 n3yyeHHbIX MyTa-
unn (Hambonee yacTo paHHee pasBUTUE CTEPOUAHOWN
PE3NCTEHTHOCTM CBA3@HO C MOHOTEHHBLIMW MyTaLUsMM).
AHanuns MmyTauuii OTKpbIBaeT MHOXECTBO HanpaBreHun
ONarHOCTUKN 1 TepaneBTUYECKOM TaKTUKW: BblAeneHne
rpynn nauueHToB CO CTEPOUAHON YYBCTBUTENBHOCTbIO,
peLEeCCMBHBIX U JOMUHAHTHBIX BApYaHTOB, FEHETUYECKU
06ycnoBneHHbIX (hEeHOTUMNOB, CBA3N MyTaLMK 1 NaTTep-
HoB Guoncuu [26].

Kutanckue nccnegosartenv anst NporHo3vpoBaHus
CTEPOUHON PEe3MCTEHTHOCTM MUcnonb3oBanu 5 6uo-
MapKepoB: d.- U B,-MUKPOrMOGYNuNHbLI, O,-KNCHbIN
rMUKONPOTENH (OPO30MYKOMA), MUKPOANbOYMUH 1
peTuHoncesa3biBatowmi 6enok. Mo pesynsratam npo-
CMEeKTMBHOMo uccrnegosaHnsa 51 naumeHTa, BbICOKUN
ypoBeHb [3,-MVKpOrnobynuHa Gbin He3aBUCMMbIM Mpe-
OVKTOPOM OTBETa Ha cTepouaHyto Tepanuio. Paspabo-
TaHHas NporHocTu4yeckas Likana BanuvavpoBaHa Ha
koropte nauneHtoB ¢ BMW, dookanbHbIM cermeHTapHbIM
rMoMepyriocKknepo3oM n membpaHo3HoM HedhponaTmen
W BKITIOYMITA HaTyparbHbIA orapudmM oTHOLEeHMUS B,-
MUKporno6ynuHa u kpeatuHuHa [(Ln(B2-MG/uCr)]; Bos-
pacT; BapuaHT natonorum — bBMW nnn dpokanbHbI cer-
MEeHTapHbIV FMOMepPYocKnepos, u obnagana xopoLuewn
YyBCTBUTENBHOCTBIO NO AaHHbIM ROC-aHanu3sa [27].

B HacTosilee BpeMs MUp NepexuBaeT naHAEMUIO
HOBOW KOPOHaBUPYCHOW MHMEKUUN, N 3TOT KpaTKUn
0630p He 6bin 6bl NONHbIM 6e3 CBEXUX AaHHbIX O Mo-
paxeHum noyek 1 pa3sutumn HC y nauneHToB, nepeHec-
wmnx nHgekumto SARS-CoV-2. OgHMM M3 MexaHn3MoB
KOPOHaBMPYCHON NHpeKLNN ABNAETCA NPOHUKHOBEHME
BupycHor PHK B kneTky nytem CBs3blBaHWS C aHIMo-
TeH3uHNpeBpaLlarowmm depmeHTom 2 (AMNd-2). Aro-2
LUMPOKO NpeAcTaBneH He TONbKO B anbBeonoumTax
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BTOPOro TUMna, HO MU B MOYKax, SKCNpeccupyeTcs B
KneTkax, BKIYaoLWmx B cebss Me3aHrnanbHble KneT-
KW, NOAOUMTbLI, NapueTanbHbI 3NUTENUIA Kancynbl
BoymeHa — LLymnsHckoro n cobupartesnbHble MPOTOKK.
Pe3ynbTaTbl NAaTOrMCTONONMYECKNX MUCCIea0BaHUN
naumeHTOoB, yMepLLMX OT KOPOHaBUPYCHOW MHAEKLIMM,
pa3HoobpasHbl, NpeacTaBneHbl B Tom vnucne n bMU,
npuyemM y ogHOro nauueHTa CTepouape3ncTeHTHas
BMW cnporpeccupoBana o rnomepyrnockrneposa [28].

OnucaHbl ABa naumeHTa (MHAueu n adpoame-
pukaHel,), y KOTopbiXx Ha ¢oHe caxapHoro guabeta
BTOPOro Tuna passunacb nogoumtonatus ¢ HC npwm
3aboneBaHun SARS-CoV-2. Y unHannua nHdpekums
nposiBnsnacb ucknountensHo HC Bcneactene bMW.
Y adpoamepukaHua HC passunca cnycta 4 Hed oT
Havyana uHdekunn. SNeKTPOHHO-MUKPOCKONMYeckoe
nccnegosaHme 6uontaToB 060MX NaLMEHTOB Nokasanu
Tsbkenyto nogoumtonatuio — BMU [29].

MmetoTca faHHble 0 peLmamBe Unm BO3HMKHOBEHUN
BMW nocne BakuuHauun MPHK BakuyuHown (Pfizer-
BioNTech). Bo ®paHuun y 34-neTHei XeHLWHbI, CTpa-
aaroulen ctepovasasmcumon oopmon BMU, passuncs
peunams. B gaHHoMm cnyyae peuname HC BO3HUK nocrie
BBEOEHUSA NepBOM [03bl, @ NPOTEMHYPUS yCununacbh
nocne BTOPOMW [03bl BakuuHbl. [MpumeHeHne K ans
KynvpoBaHus peuuanea okasanoch apdektveHbIM [30].
B M3pawnne y 50-netHero myxuynHsl BMU gebrotnposa-
na ¢ HC v octporo nopaxeHus noyek nocne BBegeHUS
nepBon A03bl BakuuHbl. NMprmeHeHne K B BbICOKMX
[03ax Takke okasanocb apdekTmBHbIM [31].

KnuHn4yeckoe HabnrogeHwue. MauuneHt X., 1980 r.p.,
9KCTPEHHO NOCTYNWI B OTAENeHne HedponorMm B KOHLE
nekabps 2020 r. ¢ xxanobamu Ha crnabocTb, MacCUBHbIE
OTEKM HXKHUX KOHEYHOCTEN, YBENUYEHNE B 0ObeME Xu-
BOTa, OAbILLKY NPpY On3MYECKON Harpy3ke, yMeHbLLEHWE
o6bemMa BblAENAEMO Mo4m. BellweonucaHHble xanobbl
NOSIBUNUCb HELENto Hasag nocre nepeoxnaxaeHus.

AHamHe3 3abonesaHusi. 3a rog Ao obpalleHus Ha
¢oHe oCTpour pecrnmpaTopHOn MHEEKLMM B aHanmsax
MouM Bbina BnepBsble BbisiBNeHa npotenHypus 3,0 r/cyT,
nocre Bbl3A0OPOBMNEHNS OAHOKPATHbIA aHann3 B Mo4u
©Obin B HOpMme. B TeueHne nocnegHero roga otMevanach
ymepeHHasa Al

AHamHe3 xu3Hu. B aHamHese yacTtble OP3. VHdek-
LIMOHHbIE renaTuTbl, BeHepuyeckme 3abonesaHus, Ty-
Oepkynes oTpuLaeT. Annepruyeckme peakumm oTpuuaer.
KoHTakTa ¢ MHEKUNOHHBIMU BONbHBIMU B TEYEHUE
nocrnegHero mecsia He 6bIn0, 3a Npeaernbl perMoHa He
Bble3xarn, NPUBMBOK He aenan. BpeaHblx NpuBbIYEK HE
nmeet. PabotaeT noctoBbiM MB[. HacneactBeHHOCTb
He oTaroweHa. O6bekmueHbIl ocmomp. CocTosiHue
cpeaHen TshkecTun, obpallatoT Ha cebsi BHUMaHWe Mac-
CUBHbIE OTEKM HUXKHMX KOHEYHOCTEN, Nnua, TYNoBuLLa.
YKuBoTt yBenunyeH B 06beme, B OpHOLLHON NOMOCTM onpe-
aensietcs xuagkocTtb. ALl — 140/90 mm pT.CT.

JlabopamopHbie daHHble. OBLUMIA aHann3 KpoBMU:
©e3 oTKNoHeHu oT HopMbl; CO3 — 40 mm/4. O6Lwmi
aHanm3 Moun: yaenbHbii Bec — 1030; pH — cnabokuc-
nasi; nevkounTbl — 5—6 B Nomne 3peHns; apuTpoLmUTbl —
oTpuLaTenbHO; MI0Ko3a — OTpuLaTenbHO; NPOTENHY-
pusa —9,9-8,75 r/n; cytouHas npotemHypus — 9,0 r/cyT.
Broxnmnyeckun aHanns KpoBU: KpeaTUHNH CbIBOPOTKU
KpoBU — 83 MKMOSb/N [CKOpOCTb Kny6o4KoBON hunsrpa-
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unm (CKD EPI) — 116,6 Mn/MuH/1,73 M?]; MoyeBUHa —
8,1 mmornb/n; modyeBasa kucnota — 343,2 MKMOIb/I;
Kanun — 4,3 mmonb/n; Kanbumui — 2,0 MMOIb/MN; HaT-
puii — 142 mmonb/n; obwmn 6enok — 43,1 r/n; ansby-
MUH 16,5 — r/n; CPB < 6 ME; obwuin xonectepuH —
8,7 MMonb/n. AHTUHYKNeapHble uuTonnasmaTmyeckme
aHTUTena — oTpuuaTensbHoO, aHTUTeNna K AByxcnmparnb-
Hon [OHK — otpuuyartensHo. AHanms kpoBu Ha B,
HBS-AI' — oTpuuartensHo, Bupyc renatuta C, peakuus
mMukponpeuunutauumn (MPI1) — oTpuuatensHo.

UHcmpymeHmarnbHble daHHble. YNnbTpa3ByKoBOE
nccrnefoBaHMe opraHoB OPIOLLHONM MOMOCTU M NoYek
6e3 3HaUYMMbIX OTKITOHEHUNA.

lyHKyuoHHas duazHocmuyeckas Heghpobuoricusi. B
nornyyeHHow TkaHu 15 kny6o4koB B 0O4HOM CTONGUKE U
16 B gpyrom. [ns ceemosoli 2ucmoroauu npov3sesne-
HO OKpalUuBaHWe remaTokcunumH-ao3unHom (I'3), UK,
PASM, MaceoH, CygaH. [Ang nMmmyHodnyopecLeHLmn
npon3BoaMnoCh okpalumBaHue Ha IgA, IgG, IgM, C1Q,
(punbpuHoreH, kanna, namodaa, C3; MMKpockonusl Ky-
BGOYKOB: NOpaxXeHUs He BbisiBNeHO. Mpu 6onbLliomM yBe-
NNYEHMN XOPOLLIO MPOCMAaTPUBAIOTCS dHAOTENMNANbHbIE,
Me3aHrnanbHble, anMTenuanbHble KNETKX; IMoMepynsp-
Hasi 6basanbHas MembpaHa, 60yMEHOBO MPOCTPAHCTBO
M NETNN KanunnapoB KiyO0o4KoB BbIrMAAAT HOPMaribHO.
CTeHKM KanunnsipoB KNyBOo4KOB He yTorLeHbIl. [Mome-
pynsipHas 6asanbHas membpaHa UMeeT HOpMarbHYH
TONLMHY, 6€3 CyLLeCTBEHHbIX NponudepaTnBHbIX 13-
MeHeHun B knybodkax. MesaHrmanbHbIi MaTprKe npu
LLUMK-okpalwmBaHm nmeeT HopMmaribHble pasMmepsbl.

UmmyHoesucmoxumuyeckoe uccriedosaHue MoYKuU.
OGHapyXeHbl UIMMYHHbIE OTNOXEHMWS, BKItoyas IgA,
IgM, C1Q, dunbpuHoreH. benku kanna, nambéaa gocto-
BEPHO He 0bHapy»xuBatoTcs. OBHapyKMBaKOTCS OTIOXKE-
HuA IgG NUHeHOro xapakTepa, MUMMYHHbIE OTIIOXEHWS
C3 no netnsm kanunnspoB., 3epHUcTo. Mukpockonusi
cocydos. CylLLeCTBEHHbIX HapyLIEHUn B cocyaax He
obHapyxeHo. MexkaHanbuneBble NPOCTPaHCTBA U
KaHarnbLibl He n3MeHeHbI. [Mpu okpacke Ha 'S HTepcTU-
L 6e3 BUAMMbIX n3MeHeHui. [MNpu okpacke CygaHom
obHapyxmBaeTcsa OonbLLOoe KONMMYECTBO Kanenb Xupa
B NPOKCUMMarnbHbIX KaHanbLuax, JMNongHbli Hepos.
BaknoveHue no Kryboykam: HeNb3s UCKMYNTL MeMOB-
pPaHO3HbIN FoMepynoHedpuT us-3a otrnoxexHun IgG
n C3, ogHako Ha CBETOBOW MWKPOCKOMUU AaHHbIX O
MeMOpaHO3HOM TNoOMepyrnoHedpUTe HET. 3akroye-
Hue o mybyrouHmepcmuyuanbHoU cocmasrnsoued:
NUNOUAHbIN Hedpo3. 3akyeHue rno cocyducmou co-
cmaensowel: BHeKnyboykoBasa cocyamncTas naTonorms
He BbisiBNeHa. 3akroyeHue: 6one3Hb MMHUMAarbHbIX
N3MEHEHUI.

3aknounTenbHbIN KNMHUYecknn gmarHos: N04.0,
BMW, peungus. HedpoTnyecknin CMHOAPOM TSXKENOon
crteneHn. XpoHndyeckast 6onesHb noyek. C2. A3. Co-
CTOSIHME NOocrie AnarHoctmyeckon Hedpobuoncum.
XpoHWYecknii racTput. ApTepuanbHas runepteHsns 1-in
crenenun. 'MnepxonecTepmHemMus.

JleyeHue: yuknodocdammg 1,0 r B/B KanenbHo
OfHOKpaTHO, MeTunpen 32 Mr B CyT, CMIUPOHONAKTOH
100 mr BHYTpb yTpoMm, doypocemug 40 mr B/B 1 pa3 B
OeHb B TedeHue 7 oHeW, NepUHOO0NPWI, CTaTUHbI, UHIU-
OGUTOPbI MPOTOHHOW NOMIMbI B CPEAHUX TEPaNeBTUYECKUX
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noxax. B TedeHne 3 Hep Ha hoHe Tepanuu Npom3soLLIio
CHUXXEHME YpoBHS Benka B Mode 8o 4,7 r/n. BeinucaH ¢
yny4lleHnem Ha ambynaTopHoe NeyeHue.

PekomeHgauum npuy BbiNMCKe: AneTa — KanopumHoCcTb
2000-2500 kkan/cyT, orpaHuMyeHne conu ao 5-6 r/cyr,
©enok B nosbiweHHOM konuyecTtBe — 1,5-2,0 r/kr/cyT
(msaco/pbiba 150-200 r/cyT, BKNtOYaThb fANLa, TBOPOT,
CbIpbl); OFPaHUYnTb XXMBOTHbIE XNpbl. BegeHne aHes-
HuUka caMokoHTponsa ALl (BOCTMKeHME LLeneBoro ypoBHS
MeHee 140/90 mm pT.cT.). M36eratb nepeoxnaxaeHui,
caHaLmMsa XpOHUYECKNX o4aroB nHdekumin. Metnnnpea-
HU30MOH 48 Mr B AeHb BHYTpb; atopBacTtatnH 10 mr B
cyT; cnupoHornakToH 100 Mr BHYTPb YTPOM; OMenpasorn
20 Mr BHYTpb 2 pasa B CyT; BUTAMUHHbIA KOMMEKC C
coaepxaHneM kanbuusa n ButammnHa D, auetuncanuum-
nosas kucnota 100 Mr Be4epom BHYTPb.

C 04.02.2021 . no 10.03.2021 r. npoxogun obcrne-
noBaHue u neyeHne B PKY3 «Meauko-caHntapHas
yactb MB[ P® no Pecnybnuke TatapcTany». lNpoBegeHo
nevenue: yuknodgocdamug 1,0 r B/B KanenbHO ogHO-
KpaTHo, meTunpes 8 Tabnetok B CyT, CMMPOHOMNAKTOH
100 mr BHYTpb YTPOM, NMaHTOMNpPa3os, po3yBacTaTuH,
nepuvHgonpun. [Janee B kayecTBe NoAadepKMBatoLLEN
Tepanuu nonyyan MeTunpeg 6 Tabnetok B cyT — 24 wr,
cnvpoHonaktoH 100 mr B cyT, omenpason 20 mr 2 pasa
B CYT, BATAMUWHHbIN KOMMEKC C coAepXaHnem KanbLms
1 BuTamuHa D.

C 17.03.2021 r. no 27.03.2021 r. rocnuTan1aMpoBaH
B knuHKKy Ne 2 BLUGPM (r. CaHkT-lNeTepbypr) ans ob-
cnepoBaHus 1 neveHust. uarHos: 6one3Hb MUHMMArb-
HbIX n3MeHeHnn. HedpoTtuyeckun cungpom. Al 1-n
CTeneHn. XpOHNYECKNI MOBEPXHOCTHbIA aHTpanbHbIN
racTput, pemuccus. [lyogeHoractpanbHbIn pedoritokc.
Monun xenyHoro nysbips. JleyeHne: meTunnpegHu-
30M0H 24 Mr B CyT, aueTuncanuuunoBasi KMCNoTa,
CMMPOHONAKTOH, Kronugorper, oMenpason, NepuH-
aonpwun, posyBactaTtuH. PekomeHOoBaHO: MeTunpes
24 Mr B CyT; CHWXeHMe O03bl nocrne crabunmsaumu
KINMHMKO-NabopaTopHbIX NokasaTernen; CMMPOHONAaKTOH,
omenpasorn, ButamuH D, nepungonpwvn, knonugorpern,
omera-3-XupHble KMCNOoTbl, NPOAOIKUTL TEPANUIO LiMK-
nodgocgammgom 1,0 r B mec.

Anpenb, man 2021. NauneHT exemecsyHo (1 pa3
B MEC) rocnutanMampoBancs Ans npoBegeHns nynbc-
Tepanuu umnknogocdammaom. NpuHMMaeT metunpes
24 mr c yBenudeHvem [03bl B anpene o 32 mr, cnu-
POHOMaKTOH, OMenpasosi, aTopBacTaTuH, NepUHOo-
npvn. Auetuncanuuunosasi KUCnoTa oTMeHeHa u3-3a
KpoBOTeYeHUs 13 Hoca. MNMokasatenu yHKLUM NeYeHu:
ANT -34 En/n, ACT — 17 Eg/n. Nocne BTOpon rocnuta-
nusaumm gosa metunpega yeenuyena go 32 mr (8 tab-
netok). K neyeHuto fobaBneHsl TMOKTOBAs kUCnoTa B/B
KanenbHo 1 poccornue. PekoMeHO0BaHO NPOAOIKUTL
MeTunpen 32 Mr, CMPOHONAKTOH, MaHTONPO30r1, ne-
puHgonpwun, podyBacTtaTtuH, ocdornuse. JuHamuka
OCHOBHbIX MoKasaTernen npu Te4YeHun 3aboneBaHus
nauveHTta X ykasaHa B mabnuye.

MepBble Npu3Haky 3aboneBaHUs MOYEK y NaLMeHTa
nposiBunuck B Havane 2019 r, korga Ha choHe OPBU
obHapyxunack npoteuHypusi 3,0 r/n, koTopas oTcyT-
CTBOBara B NOBTOPHbIX aHanu3ax moyun 6e3 neyeHusi
(amarHo3 He Obin ycTaHoBMNeH 1 nedeHune 'K He npoBo-
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[vHamMuKa oCHOBHbIX NOKa3aTternen 3abonesaHus naumeHTa X

Dynamics of the main indices in patient X

Mokasatenb Ansapb deBpanb Mapt Anpenb Marn
CyTouHas NpoTenHypusi, e/ 9,0 > 3,0 3,76 4.1 1,2
KpeaTwHwH, MKMOsb/n 83,0 79,0 71 70 99
MoyeBuHa, MMosb/n 8,1 5,2 6,2 6,1 4,8
CK® (CKD EPI), m/mur/1,73 m? 116,6 92 111 111 81
AnbOymuH, e/ 15 30 27,7 31 34
Hatpui, Mmmorns/n 142 140 140,25 - -
OTeYHbIVi CUHAPOM +++ ++ + + +
Mynbc-Tepanus umknodocdammam B/B, me - 1000 1000 1000 500
[osa metunpena, me 32 32 24 32 32

annocb). O4eBMOHO, YTO TPUITEPOM NOPaKEHUS NOYEK
AIBMNacb pecnmpartopHas UHMEKLUSA, a pEMUCCUS Ha-
ctynuna 6e3 neveHuda. Cnycta rog naumeHT 6bin roc-
nutanuampoBaH ¢ HC, pedynsrart nccnegosaHus Hed-
pobuonTata cootBetcTBoBan BMW. ManudecTtaumsa
3aboneBaHus Obina TUNM4YHOM Ans BMW: BHe3anHble
reHepanu3oBaHHble OTeKU, MPOTEUHYpUs, rmnepxorne-
CTEpPMHEMUS, MOSNOXUTENbHbIN 3PMEKT NPUMEHEHNS
K. Yepes 4 Hen K-Tepanuu coctosiHMe nauuneHTa
YyNy4YWmnnoch, yMeHblUNNacb BABOE NPOTEUNHYPUS;
oOHako Yyepe3 8 Hed MPOTEUHYpUS BHOBb BO3poCHna,
COXPaHANMCb OTEKM U NPOTenHypusa (cm. Tabnuuy).
YyuTbiBas peumams 3abonesaHuns, a Takke MeaneHHyo
KINMHUKO-NabopaTopHyo AMHAMUKY CUMNTOMOB B TeYe-
HUe 4 Hed HavaTa nynbc-Tepanum Lmkrnodocammaom
1,0 r/mec. Yepes 16 Hep, Npy NONOXUTENBLHON AUHAMMKE
COXPaHSIETCA MAcTO3HOCTb HUXHUX KOHEYHOCTEN, Npo-
TeUHypus, T.e. JOCTUTHYTa HenonHasa pemuccus BMU.
B HacTosLee BpeMsa nauneHT npogorkaeT Tepanuio,
AaHHbIN Criyyar Mbl paccMmaTpreBaeM kak peunams BMU,
CTEepoMApe3nNCTEHTHbIN, C JOCTUXEHUEM HENOSHON
peMuccum Npu NPUMEHeHUN KOMOBUHMPOBAHHOW UMMY-
HOCYNpPEecCMBHOW Tepanun, B CBA3W C YeM paccMmaTpu-
BaeM anbTepHaTVBHbIE NEKAPCTBEHHbIe npenapaTtbl
WMMYHHOCYNPECCUBHOTO OENCTBUS.

lpo3pa4Hocmb uccnedosaHusi. iccnedosaHue He
UMer1o CrIOHCOPCKOU MoOGepXKKU. ABMOPLI HECYM MOTHYHO
omeemcmeeHHOCMb 3a npedocmasrieHUe OKOHYamerib-
Hol eepcuu pykonucu 8 nedame. NayueHm paspewurn
ny6nukayuro KINUHUYECKo20 cryvyasi 8 XypHarsne, rnpu
ycnosuu ckpbimusi OaHHbIX, CTOCOBHbIX PacKpbimMb €20
JIU4HOCMb.

Heknapayusi o gpuHaHCcO8bIX U Opya2ux e3auMo-
omHoweHusx. Bce asmopebl npuHumanu yyacmue 8
paspabomke KoHuenyuu, OusalHa uccriedogaHusi U 8
HarnucaHuu pykornucu. OKoOHYamesnbHasi 8epcusi pyKonucu
6b11a 0006peHa scemMu asmopamu. A8BMOpbI He MosyYanu
20HOopap 3a uccredosaHue.
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