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Pestome

BsepeHue. paHynemato3 BereHepa (IB), unu rpaHynemato3 ¢ nonuanruutom (ITIA) - 3aTo peakoe 3abonesaHve
HEeYCTaHOBMEHHON 3TUOMOrWM, XapakTepusyloLlleecs Pa3BUTUEM HEKPOTU3MPYIOLLErO rpaHyneMaTo3Horo BOCManeHns u
NpU3HaKkamn BackynuTa ayTOMMMYHHOTO reHesa, NopaxaloLLero NpenMyLLECTBEHHO COCYabl Maroro U cpegHero kanubpa ¢
nonuopraHHbIMKU nopaxeHnsamu. 3abonesanne npoTekaeT Nog pas3nuyHbIMKU Mackamu He Tonbko B AebioTe, HO U B nepuog
pa3BepHYTON KMMHWYECKOW KapTWHbI, YTO 3aTPYOHSET [OMAarHOCTUKY, NeyeHue W BAMSET Ha MPOrHO3 JKWU3HU.
lMpencTaBneHHbIA KMHUYECKUIA CNyYalt UNmMoCTpUPYET MyrnbTUCUCTEMHOE TeueHue [TIA ¢ BOBMeYeHUeM OpraHoB Criyxa,
3peHus, OblxaTenbHON 1 MOYEBbILENUTENBHON CUCTEMBI.

Llens. Mpeactaeutb onucanue knuHudeckoro cnyyas MA ¢ MynbTUCMCTEMHbBIM MOPaXeHUeM, CIOXHOCTU AUMarHOCTUKK
1 3 HEKTUBHOCTY NEYEHMS.

Pe3ynbTatbl. B faHHO! cTaTbe NpuBEAEH KMMHUYECKUIA CriyYali MOMOLON XeHWMHbI 35 neT, ¢ xanobamn Ha Gonn no
BCEMy Teny, B MOSICHWYHOM obnacTu, MblwLax, cnabocTb, BbINALEHWE BOMOC, YXYALUEHWE 3pEHWsl, CHUKEHMS Chyxa,
BblJENEHNe KOpOYeK C HOCca, CryCTKOB KPOBM, YYBCTBO HeXBaTku BO3AyXa, OAbILKY MpW (DU3NYECKON Harpyske,
cepauebuenne, CHWKeHVe Beca O 5-6 Kr, YacTble MOYEUCIYCKaHWs, BblpaXeHHble ronoBHble 6onu. Yepes rog B
ambynaTopHbIX  YCMOBMSX Ha OCHOBaHWM  OBLLEKNMHWUYECKUX, OMOXMMWYECKOro, MMMYHOMOTUYECKAX — aHann3o0B,
WHCTPYMEHTanbHbIX  06CneaoBaHnic 1 BU3yanuaupylowmx MeTtogos obcnepoBaHns ycTaHosneH AguarHos: AHLIA-
acCoLMMPOBaHHbLIA BAaCKyNUT C MOPaXeHWeM BEpXHUX [bIxaTenbHbIX NyTel (ralMopuUT, OTWUT), OpPraHoB 3peHus (YBewT),
CyCTaBOB, KOXM, noBbileHnem TUTPoB AHTU-MIIO, nopaxeHuem noyek - XpPOHWYECKU HedpuTudeckuit cuHgpom. XBIT,
G1A3 (CK® 90 mn/mMuH) ¢ ann3oaamm NoYeYHoN HeJOCTaTOYHOCTU B Nepuos akTueaLmumu Backynura. Cnyyan JeMOHCTpUpyeT
CROXHOCTM guarHocTukm [MA, 0bycnoBneHHbIe MHOrO06pasnem KNMHNYECKNX NPOSIBIEHA. Ha CerogHsWHM AeHb Tepanus
[aHHoro 3aboneBaHusi OCHOBaHO Ha pekomenpaumsix (European League Against Rheumatism, American College of
Rheumatology) EULAR/ACR, cornacHo KOTOpbIM reHHO-uHxXeHepHas Buonoruyeckas tepamus (TMBT) putykcumab (PTM)
SBNSETCA MEepBOM NMHME Tepanun npu  Tsxenom TedeHun [TIA. Hecmotpa Ha npoBOAMMOE fleueHne -
rniokokopTukocTepouaHas (FKC) Ttepanus, ummyHocynpeccusHas MukocpeHonat modpetun (MM®), PTM, naumeHTka
OCTaeTCs B rpynne BbICOKOrO pucka peLnamsa, TpebytoLwero An1TensHOro MOHUTOPUHIA 1 KOPPEKLMI Tepanuu.

BbiBoAbI. PaHHAs AnarHoCTuKa U CBOEBPEMEHHOE HasHayeHne MMyHocynpeccusHoi u TABT aBnsoTes KnioveBbiMmU
thaktopamm ycnewHoro neyenns MMA. Criyyai nogyepkuBaeT BaXHOCTb MyNbTUANCLMIIIMHAPHOTO NOAX0AA U PETYNSIPHOro
HabniogeHus 3a naumeHTamu ¢ ITIA 4ns npefoTBpaLLEHs NporpeccupoBaHms 3abonesaHus.

Knroyeenie cnosa: AHLIA-accoyuuposaHHbill 8ackynum, epaHynemamo3 BezeHepa, pumykcumab, Hegpum, yeeum,
cucmeMHa Il sackynum.

Ans yumupoeaHus:

Toeusbaes I"A., Makcom [].A., Koxamypamosa X.5., Onixar I'.LLl., Epmexball [.K., Hozaesa M.I"., MNopembikuHa M.B.
Knunnueckuit cnyyain: AHLIA-accoLmmpoBaHblil BacCKynuT (rpaHynemato3 BereHepa) ¢ MynbTUCUCTEMHbIM MOpaXeHuem //
Hayka v 3gpasooxpaneHue. 2025. T.27 (2). C. 272-279. doi 10.34689/SH.2025.27.2.030

272


https://orcid.org/0000-0003-1182-5967
https://orcid.org/0000-0002-5433-7771

Hayka u 3apaBooxpanenue, 2025 T.27 (2) Kiaunnyecknii ciryqaii

Abstract
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Introduction. Granulomatosis with polyangiitis (GPA), formerly known as Wegener's granulomatosis, is a rare disease of
unknown etiology. It is characterized by necrotizing granulomatous inflammation and autoimmune-mediated vasculitis that
primarily affects small- and medium-sized vessels, often with multiorgan involvement. The disease may present with diverse
and nonspecific symptoms both at onset and during its full clinical manifestation, which complicates diagnosis, delays
treatment, and impacts prognosis. The following clinical case illustrates the multisystem involvement of GPA, affecting the
auditory, visual, respiratory, and urinary systems.

Aim. To present a clinical case of GPA with multisystem involvement, highlighting the challenges of diagnosis and the
effectiveness of treatment.

Results. This article describes the case of a 35-year-old woman who presented with complaints of generalized body
pain, lower back pain, myalgia, fatigue, hair loss, visual impairment, hearing loss, nasal crusting with bloody discharge,
shortness of breath, exertional dyspnea, palpitations, unintentional weight loss of 5-6 kg, frequent urination, and severe
headaches. After one year of outpatient observation, a diagnosis of ANCA-associated vasculitis was established based on
clinical, biochemical, immunological, imaging, and histological findings. The diagnosis included upper respiratory tract
involvement (sinusitis, otitis), ocular manifestations (uveitis), joint and skin involvement, positive anti-MPO titers, and renal
pathology characterized by chronic nephritic syndrome and chronic kidney disease (CKD) stage G1A3 (eGFR 90 mL/min)
with episodes of acute kidney injury during disease flares.

This case highlights the diagnostic challenges of GPA due to its wide spectrum of clinical manifestations. Current
treatment strategies are based on the latest European League Against Rheumatism (EULAR) and American College of
Rheumatology (ACR) recommendations, in which rituximab (RTM) - based biologic therapy is the first-line treatment for
severe GPA. Despite receiving treatment with glucocorticoids (GCs), the immunosuppressant mycophenolate mofetil (MMF),
and RTM, the patient remains at high risk for relapse and requires long-term monitoring and therapeutic adjustment.

Conclusions. Early diagnosis and timely initiation of immunosuppressive and biologic therapy are key factors in the
successful management of GPA. This case underscores the importance of a multidisciplinary approach and continuous
follow-up to prevent disease progression and complications in patients with GPA.

Key words: ANCA-associated vasculitis, Wegener’s granulomatosis, rituximab, nephritis, uveitis, systemic vasculitis.
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Kipicne. Berenep rpaHynematosbl (BI), Hemece rpaHynemarosabl nonuanrnt (1) - atmonorusicel 6enricia cupek
kesgeceTiH aypy. byn aypy HerisiHeH ycak xoHe opTa kanubpni KaHTamblpnapfbl 3aKbIMOalTbiH ayTOMMMYHZbI XaHe
HeKpoTU3MpneyLwi rpaHynemato3dbl kabblHyMeH cunattanagbl. Aypy bacTanfaH kesge Ae, KIMHUKanbIK KOpiHiCi TOMbIK
KanbinTackaH keseHae fe apTyphi CUMNTOMAAPMEH KepiHyi MyMKiH, Byn AuarHocTMkaHbl, eMAEYAi KypaeneHaipin, emip
BomkambiHa acep eTeqi. YCbIHbINFaH KNUHUKaNbIK XarFda aypyablH, MynbTWXYAeni afbIMblH, atan auTkaHaa ecty, kepy,
ThIHbIC @y XaHe Hecen LWbiFapy XyhenepiHiH 3aKpiMaanybiH kepceTesi.

Makcatbl. ['paHynemato3gel nonuaHruutTiH (M) MynbTvXyAeni aFbIMbIH cunaTTay, AnarHocTUkanaygarbl KublHAbIKTap
MEH EMHiH, TUiMAInNIriH KepceTy.

Hatnxenep. byn makanaga 35 xacTarbl 9WenpiH KNMHUKANbIK Xarpanbl GasHaanFad. Herisri warbimaapsl: Oykin
LEeHeciHae aybipcbiHy, 6en aiiMarbiHAarbl XaHe OyNIIbIKETTepAeri ayblpChbiHy, SNci3gik, Wall Tycyi, KepyaiH Halapnaybl,
€CTyiH, TeMeHaeyi, MypblHHaH KaHmbl ipiHai KabbiKTbIH BeniHyi, aya xeTicneyi cesiMi, JeHe XYKTeMeCiHe BainaHbICTbl
EHTIry, XYPeK Karybl, AeHe canmarblHbiH, 5-6 Kr TeMeHaeyi, xui 3ap WbiFapy, kaTTbl 6ac aypynapbl. bip XbingaH keiix
ambynaTopuanblK kaFgaiga kannbl KMMHUKaNbIK, OMOXMMWAMBIK, WMMYHOMOMMSMbIK Tangaynap, acnanTblk JXaHe
BM3yanu3auusanblK 3epTTeynepaiH, HerisiHoe keneci avarHo3 Kobingabl: AHLIA-accouwaumsnaHFaH BackynuT, XOFapfbl
TbIHBIC XOMAaPbIHbIH 3aKbIMAAHYbIMEH (raiMOpUT, OTUT), KEpy MyLLenepiHi (yBeuT), OybiHAapabIH, TEPIHIH 3aKsIMaanybl,
MPO-AHLIA TutprepiHiH xofapbinaybl, 6yipek 3akbiMgaHybl — CO3blMarbl HE(PUTTIK CUHAPOM,CO3biNMarnsl Bynpek
aypybl G1A3 (CK® 90 mn/muH), BackynuTiH 6enceHy keseHiHge Oyipek xeTicneywiniri anu3ogTapbiMeH. byn xargai
KNWHVWKanbIK KepiHicTepaiH, anyaH Typninirive 6aiinaHbicTsl [T AnarHoO3biH KOWABIH, KypaeniniriH kepceTedi. Kasipri
yakbITTa Oyn aypyabiH emi Eyponansik Pesmatonortap furacsl (EULAR) meH Amepukansik Pesmatonorns KonnemkiHiH
(ACR) ycCblHbIMaapblHa HerisgenreH. Aybip afbiMAbl XarFgainapga reHgik-ukxeHepnik 6uonornansik tepanus (TUBT) -
putykcumab (PTM) BipiHwi kaTapaafbl em peTiHae ycebiHbinagsl. KonpaHbinFaH emre — rmtokokopTukoctepouatap (FKC),
MMMYyHCynpeccuBTik MukodeHonat modetun (MM®), PTM — kapamacTtaH, MauueHT peuuanBTiH XoFapbl kayni 6ap Tonta
Kanbin oTblp. byn TypakTbl 6aKbinay MeH eMaey TakTUKachiH TY3ETYi KaXeT eTeqi.

KopbITbiHAbI. [paHynemato3abl nonvanruuTTi (IT1) epTe AuarHocTukanay xoHe fep KesiHoe WMMYHOCYNpecCuBTi
XOHe buonorusanblK TepanusHbl TaFanbiHAay — eMHiH, CaTTi 6onybiHbIH, Herisri akTopnapbl Gonbin Tabbinagel. byn
KNWHUKAnbIK XaFgan MynbTUANCUMNNMHAPIBIK TOCINGIH, XaHe HayKacTbl xyiieni Typae 6akbinayabiH aypyablH Yaeyi MeH
aCKbIHYbIH 6onabipMayfarsl MaHbI3bINbIFbIH KOPCETEAi.

Tytindi cesdep: AHLIA-accoyusinaxraH gackynum, BeaeHep epaHynemamossbi, pumykcumab, Hegopum, yeeum, xyleni
gackynum.

folexces ywin: Tozuzbaes I A., Makcom [.A., Koxamypamoga X.b., OnixaH I".LLl., Epmex6ai [J.K., Hozaesa M.I".,
lopembikuHa M.B. KnuHukanblK xarFdai: MynbTuxyienik 3aksimpanymeH AHLA-accouumpneHreH Backynut (BereHep
rpaHynematosbl) // Fbinbim xoHe feHcaynbik cakray. 2025. T.27 (2). b. 272-279. doi 10.34689/SH.2025.27.2.030

Beepexue

B 30-x rogax npoLwunoro CToneTus HeMeLkui natomnor
Friedrich Wegener o6beguHun B Tpuagy rpaHynemaTto3Hbii
BaCKYNUT BEPXHUX U HWKHUX [bIXaTerbHbIX  MyTed,
CUCTEMHBI  BacKynUT W NOKambHbIA HEKPOTUIMPYIOLNIA
rnomepynoHedput [9]. Bnocnegcteum  Tpuaga Obina

Ha3BaHa rpaHynemaTo3om BereHepa, nosgHee
rpaHynematosom ¢ nonuanrumtom  (MMA).  TTIA -
TAraHTOKNETOUHbIA  FPaHyNemMaToO3HO-HEKPOTU3NPYIOLLMIA

BaCKyNWT, acCOLMMPOBAHHbIA C BblpaboTKO ayToaHTUTen
(aHTUTEN K uuTonnasme HenTpodnnoB) "
XapakTepuaylLLMIACA ~ COYETaHHbIM  BOCMANMUTENbHBIM
NOpaXeHNeM HECKOMbKUX OpraHoB (Yalue BCEro BEPXHUX
AbIXaTenbHbIX MyTeil, OPraHoB 3PeHUs W criyxa, NErkux u
noyek) [1]. OTHocuTCcA K rpynne aHTUHENTPOMUIbHbIE
LyuTonnasmaTuieckme aHTuUTena (AHLA) -
accoumnpoBaHHbIX cucteMHblx Backynutos [10]. AHLA -

accouumpoBaHHble  Backynutel  (AAB) - 910 rpynna
CUCTEMHbIX ayTOMMMYHHbIX 3abonesaHwmit,
XapakTepuayloLLMXCa  PasBUTUEM  HEKPOTU3UPYIOLLEro

ONUrOMMMYHHOTO (663 OTNOXEHWUSI UMMYHHBIX AEMO3MTOB
WM C  OTNOXEHWEeM HebOomblworo WX  KomM4yecTea)
BOCMaNeHUsi CTEHOK MPEeMMYLLECTBEHHO MENKUX COCYOB

(kanunnspsl, BEHymMbl, apTEPWONbI, MEMKMe apTepuu), U
ACCOLMMPOBAHHbIX C HANMMYMEM LIMPKYMUPYIOLLMX aHTUTEN K
uuTonnasme  HeMTPOWNOB,  HanpaBneHHbIX  MPOTUB
muenonepokeugassl  (MMO-AHLA)  wnu  npoTtenHassl-3
(Mp3-AHLIA) [7]. B HacTosiwee Bpemsi atuonorus [TIA
Heu3BeCTHa, MpeanonaraeTcs CBA3b Hayana GonesHu ¢

BO3JENCTBMEM  WHeKUMOHHOro  areHTa.  [latoreHes
3aboneBaHus CBA3aH C Pa3BUTUEM PaCMPOCTPaHEHHOTO
BOCMANEeHUs  MeNnkMx COCYAOB M OBHOBPEMEHHbLIM

(hopMMpOBaHNEM MeEpUBACKYNSPHLIX M 3KCTpaBasasnbHbIX
rpaHynem MakpodaranbHOro Tuna ¢ knetkamu JlaHrxaHca B
nopaxeHHbIX opraHax W TkaHax [1]. TTIA - pegkoe
3aboneBaHue, ero pacnpoCTPaHEHHOCTL B MUPE YETKO He
onpepeneHa, No pasHbiM AaHHbIM, OHa COCTABMSET OT 24
bo 160 cnyyaeB Ha 1 MnH HaceneHus. Mo nuTepaTypHbIM
AaHHbIM pocT 3abonesaemocty [MA, HaumHaeTes ¢ 1980-x
IT., CO cTabunusaumeir k Hayany 2000-x IT., yalwe BCero
3abonesaHne peructpupylor B CeBepHoit EBpone, ¢
O[MHAKOBOV 4YaCTOTO NOPaXaeT JINL, MY)XCKOTO 1 KEHCKOro
nona, Hepeako npeobnafaHue MyXYuH Haf KeHLLMHaMK
YMeEeT MeCTO B eBPONENCKNX MOMyNALMSX, KEHLLMHbI Yalle
cTpagatoT orpaHuyeHHon dopmoit [TIA. Kpaithe peako A
BCTpeYaeTcs Yy SNOHUEB U adpoamepukaHueB. Havarno
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3aboneBaHne BO3MOXHO B NOOM BO3pacTe, yalle MK
3abonesaemoctu npuxoautcs Ha 35-55 net [5].

[OunarHocTuka paHHoro 3abonesaHus MOxXeT ObITb
CMOXHON M3-3a Pa3HOOOpPa3HON KMMHWUYECKON KapTWHbI K
BO3MOXHOMO MOPaXeHWsl MPaKTUYeCKW BCEX OpraHoB U
cucTeM. Y  MaUMEHTOB  MOryT — OTMeYaTbCsl  Takue
HecneuMuYHblE CUMNTOMbI, Kak cnabocTb, Muanms,
apTpanrus, BbiNageHWe BOMOC, YXYALWEHWe 3peHus,
CHUXEHWS cnyxa, noTeps Macchl Tena cepauebuenve,
BblpaxeHHble TronoBHble ©Gomu. Cumntomamu [TIA co
CTOPOHbI BEPXHUX AblXaTeNbHbIX NyTeid MOryT ObiTb CryCcTKM
KPOBU M KOPKM B HOCY, XPOHUYECKUA FaRMOPWT, TOH3WIMNT,
OTUT W OTCYTCTBME OTBETa Ha TPagULUMOHHOE IeyeHue
MOXET CTaTb NOBOAOM AN uckntoderns MMA.

M3-3a BapuabenbHocTM cumntomoB  [TIA  Hepedko
QMarHocTUpyeTcsl C  Oro3gaHWeM, 4T0  MpUBOAUT K
3ano3ganoMy Havarny Tepanuum W PasBUTUIO OCTIOKHEHWIA.
[aHHbIA - KTMHWYECKUA  Criydail  UNMIOCTPUPYET  COXHOCTY
puarHocTuki TTIA v JeMOHCTPUPYET Noaxodbl K NeYeHuno B
COOTBETCTBMM C MEXAYHAPOAHbIMK CTaHgapTamu. Boigenstot
ABe hopMbl — NOKanU3oBaHHYID U reHepann3oBaHHyto. Mpu
NoKanu3oBaHHOM (hopMe MOpaxaroTcsl  NPEeUMYyLLECTBEHHO
BEPXHME [blXaTeflbHble MYTW: XapaKTepHbl 3aTPyAHEHHOE
HOCOBOE [ibIXaHWE, YNOpHbIA HACMOPK C  HEMpUSTHBIM
3anaxoM, CKOMMEHWE KPOBSHUCTbIX KOPOK B HOCY, HOCOBbIE
KPOBOTEYEHMSs, OCUMNOCTb roroca, BO3MOXHbI apTpanruu,
MWanTAK; MEepeYUCieHHble CUMNTOMBI TO  3aTyXatoT, TO
oboctpstotes. Mpu reHepan13oBaHHoi hopMe UMEKT MeCTo:
NXopagKka PasnuYHON BbIPAXXEHHOCTW, 03HODbI 1 MOThI,
CYCTaBHO-MblLLEYHbIE  ©OMKM,  MONMMOPCHHbIE  CbiMK -+ 1
remopparii, HaacagHblii MpuCTynooOpasHbIi - Kallenb C

THOMHO-KPOBSHMCTOM  MOKPOTOM, KapTuHa MHEBMOHMM C
HaKMOHHOCTBIO K abCLeaupoBaHWIO M MOSIBIIEHMIO
MNeBpanbHOro  BbINOTa, HapacTaHWe NeroYHo-CepaeyHomn

HEOOCTaTOYHOCTY,  MPOTEWHYPWS, remaTypus, noyveyHas
HEeOCTaTOYHOCTb, aHeMMUsl, HENTPOUIBHBIA  IENKOLMTO3,
yBenuyeHHas COQ.

BrigensioT 4 ctagum TedeHus Bonestu:

| = pUHOreHHbIN rpaHynemMaTtos (THONHOHEKPOTUHECKUA,
S13BEHHO-HEKPOTUYECKUIA  PUHOCUHYCUT,  Ha30(DapuHIUT,
NApWHIUT, OECTPYKUNS KOCTHOM W XPSLLEBO NEPEeropoaku
HOCa, rmasHuLbl);

Il - neroyHas ctagms - pacnpocTpaHeHne npouecca Ha
NEroyHYH TKaHb;

Il - reHepanu3oBaHHOE MOpaXeHWe - W3MEHeHue
ObIXaTenbHbIX NyTer, nerkux, noyek, CepaeyHoCcoCcyancTon
CUCTEMBI,  XEnyJo4HO-KULIEYHOro  Tpakta  (adpTO3HbIN
CTOMATWT, FNIOCCHT, ANCNENTUYECKNE PaCCTPOICTBA);

IV - TepmuHanbHas CTagus - MOYeYHas W
NeroyHoCepaeyHass  He#oCTaTOMHOCTb, MPUBOASLIME K
rnbenu 60nbHOrO B TeYEHe roaa oT Havyana 6onesHu.

KnaccudmkaumoHHble  Kputepuu
BereHepa ACR/EULAR 2022

CoobpaxeHusi npu NPUMEHEHUU 3MUX KpUMepues:

e  3TM KnacCcUMKALMOHHbIE KpUTEpUM CriegyeT
NPUMEHSTb 47151 MOATBEPXKAEHUS AUardo3a rpaHynemarosa
C MOMMaHMMMTOM, ECTIM yXe YCTaHOBIEHO, YTO Y NauumeHTa
MMEETCS BaCKyNINT MENKIX UiKn CPEAHUX COCY0B.

e [leped npuMeHeHWMeM  KpuTepueB  cregyet
VICKITHOUMTb pyriie 3aboneBaHunsl, UMUTUpYHOLLME BACKymNNT.

rpaHynemarosa

KnuHuyeckue kpumepuu:

Meperopokm

MopaxeHue HOCA: KPOBSHUCTbIE BbIAENEHWS, 513Bbl, KOPKW, 3aMOXEHHOCTb, 0OCTpYKUMS unu nepdopauus |(+3 6anna)

I'Iopa)KeHMe XpAwa: BOCnasneHue yxa WM HOCOBOro Xpsdiwa, OocunnoCTb rofoca unuv  CTpuaop, (+2 6anna)
3Hﬂ06p0HXMaJ’IbH06 nopaxxeHue, p,ed)opmauvm B Bne «CeanoBmngHoro» Hoca

KOH,quTVIBHaﬂ unun HeﬁpoceHcopHaﬂ norepsa cnyxa

(+1 6ann)

JlabopamopHble, UHCmpyMeHmanbHbie U 6uonculiHbie Kpumepuu

(cANCA) nnm aHTuTena k npotenHase 3 (anti-PR3)

MMonoxuTenbHbI TECT Ha LMTOMNA3MaTuYeckne aHTUMHEMTPOMUIbHbIE LMTONNa3MaTuyeckue aHtutena|(+5 6annos)

INeroyHble y3nbl, Macca Unu kaB1TaLMs Ha PEHTTEeHOBCKMX CHUMKAX rpYAHON KNeTku (+2 6anna)
['paHynema, 9KCTpaBacKynspHOe rpaHyneMaTo3HOe BOCNaneHWe Mim ruraHTckue KneTku Ha buoncum (+2 6anna)
BocnaneHue, ynnoTHeH1e Unu BbINOT B OKONIOHOCOBBIX Ma3yXax Miv MacToMaNT No JaHHbIM Bu3yanusaywn |(+1 6ann)
PAUCI-MMMYHHbII rmomepynoHedpuT Ha bruoncum (+1 6ann)

UnW aHTUTENa K Muenonepokcugase (anti-MPO)

MMonoxuTenbHbI TECT Ha NEPUHYKNEAPHbIE aHTUHENTPOGUNbHBLIE LuTONNa3MaTudeckme aHtutena (pPANCA)|(-1 6ann)

Konuuyecteo 303uHomnoB B kposu = 1x109/n

(-4 6anna)

Cymmupyiite 6annbl no Bcem 10 nyHKTaM, eCiv OHW NPUCYTCTBYIOT.
Knaccudmkauus rpaHynematosa ¢ nonuaHrMMToM BO3MOXHa npu obuem konuyecTse 2 5 6annos..

OcHosHas uenb apmakotepanuu IMA HanpaBneHa Ha
NoAABNEHNE MMMYHONATONOTMYECKUX PeakLmii, Nexalmx B
ocHoBe 3aboneBanust 471 GOCTUXEHUS MOMHOM peMnuccun
Antineutrophil Cytoplasmic Antibodies Systemic Vasculitis
(ANCA-SV). CornacHo COBpEMEHHBIM PEKOMeHAALMsAM
EULAR/ACR 2022 ropa, nedeHue [TIA HanpaBneHo Ha
ObicTpoe nofaBneHue aKTUBHOCTM BacKynura,
npesynpexaeHne HeobpaTMMoro MopaXeHUs KU3HEHHO
BaXHbIX OpraHOB W [AOCTWKEHWE CTOWMKOM pPemMuccum.
Tepanusi ycnoBHo perutcs Ha fABe asbl: UHAYKLMIO
pemuccun 1 eé noaaepxaHue.

B neuyeHun [TIA nCnonb3ylOT € Lenbo UHOYKUWAW
pemuccun CTaHaapTHYI0 CXeMy Tepanuu: Luknodocdamua
(nepopanbHO M BHYTPUBEHHO) B COYETaHUM C BbICOKAMU
posamu TKC. Luknodochammg CHkaeT oOBapuasbHbIil
peseps U  yBENWUMBAET  PUCK  MPEXAEBPEMEHHO
HE[OCTATOMHOCTM  SMYHMKOB, TEMOpPPArMyeckuin - LIUCTHT,
3HaUMTENbHOE YBEMUUYEHWE pUCKa paka MOYEBOro My3bips,

Oecnnogue, uwtonenus. TKC  ocTtaetcs  OCHOBOM
HauanbHOro atana nevenus [TIA  Gnarogaps  wx
CMocoOHOCTM  BbICTPO  MOAABMsSTb  BOCMANUTENbHbIN
npouecc, NpUMeHsieTcs nynbc-Tepanus

METUNNPEAHN30JIOHOM BHYTPUBEHHO, NOCINEe 4Yero nauueHT
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MepeBoAMTC  Ha  MepopanbHblil  MPEeAHU3ONOH  C
MOCTENEHHbLIM CHUXEHWEM A03MPOBKM (Eular).

Mpu peunauBupyloLeM  TeYeHUM, B CBS3M C
HeJoCTaTouHON 3(hhEKTUBHOCTBHO TPaANLMOHHBIX
npenapaTtoB  NPUMEHSIETCA TEHHO-WHXEHepHas aHTu-B-

knetouHass Tepanua putykeumad (PTM) [6]. Mpenapat
nNpeanoyTuTENbHEE AN NAUWeHTOB, KOTOpble  XOTAT
COXpaHUTb CBOW penpomyKTUBHbIN noTeHuuan. PTM B
coyeTaHMm C  BbicokuMn  po3amn  [KC  (xumepHble
MOHOKIMOHanbHble aHTUTena knacca G npotve CD20)
sBnseTcs MeHee TOKCUYHOW anbTepHaTNBON
umknochochammnaa, Aokasan CBOW 3EKTUBHOCTb KaK B
WHAYKUMW, TaK 1 B NOAAEPXaHUM PEMMCCUM, OCOBEHHO Y
NauMeHToB C  BbLICOKUM  PUCKOM  peuuanBa  unu
HenepeHoOCUMOCTbI0 Lmknodocdammaa. OH obecneumBaet
CENEKTMBHYKO MMMyHOCYynpeccuto, Bo3aeicTBys Ha B-
KNeTKu, urpatolime BaxHyl ponb B natoreHese AHLIA-
accouumpoBaHHbIX  BackynutoB.  Putykcumab  Taroke
onobpeH Food and Drug Administration u  European
Medicines Agency (FDA n EMA) ans neyenus ITIA. Mocne
LOCTKEHUS PEMUCCUM Ha3Ha4yaeTCsl MopfepkuBaioLlas
Tepanus, HanpaBneHHast Ha CHYWKEHWE pUCka peunamBos. B
9TOi (ha3e LUMPOKO MCMONb3YKTCA UMMYHOMOAYNSATOPHI,
Takve kak mukodbeHonata mocbetun (MM®), asatuonpuH
unn metotpekcat. MM® npogemoHCTPUpOBan XOpOLLyo
nepeHocMmMocTb W 3DEKTUBHOCTb  MPU  NIUTENBHOM
NMPUMEHEHNM, OCOBEHHO Y NALMEHTOB C MOPAXXEHNEM NOYEK.
OH no3BonsieT KOHTPONMPOBATb aKTUBHOCTL 3aboneBaHus
NPU MEHbLUEN TOKCWYHOCTM MO CPABHEHWO C Apyrumu
npenapatamu.

BaxHO NpoBOAWTL  MOHWTOPWMHT  WHCDEKLMOHHBIX
OCnoXHeHWn y naumeHToB ¢ IMIA Ha ¢oHe npoefeHus
MMMYHOCYNPECCUBHOTO NIEYEHNUS.

Takum 0Bpa3om, CoBpeMEHHbIN Noaxog k neveHuto MA
OCHOBaH Ha MCMONMb30BaHWWM KOMBWHaUMW npenapaTtos,
HanpaBneHHbIX ~ Ha  MOAABMEHWe  ayTOMMMYHHOrO
BOCNaneHusi, [OOCTWXEHWE PEMUCCUM W MUHUMW3ALMIO
noboyHbIX adhcdekToB. Bbibop npenapatoB M WX 03
3aBUCUT OT TsKeCTW 3abornesaHus, MOpaXeHus OpraHoB
MUWLLEHEN, HanW4Ws NPOTMBOMNOKa3aHW U KOMOPOMAHOCT!.

MporHo3. [lpn OTCYTCTBUM  NEYEHWs  CPeaHss
MPOLOMKMTENBHOCT KU3HM 5 Mec. [lpuumHbl CmepTy:
[bixaTenbHas, noyeyHas HELO0CTaTO4HOCTb,
WHTEPKYPPEHTHBIE MHEEKLNM.

OnucaHne KNUHUYECKOTO cryyas

eHwwHa A., 35 neT camoctosTensHO obpatunace B
MeamumHckuin ueHTp - OPEN Healthcare KZ 10.09.2024 r. ¢
xanobamu Ha 6onu no Bcemy Teny, B MOSICHUYHO
obnact, wMblwuax, crnabocTb, BbiNageHue  BOIOC,
YXyOLEHME 3PEHNS, CHKEHNS CNyXa, BblLeNeHne Kopoyek
C HOCa, CryCTKOB KpOBW, YyBCTBO HEXBaTKM BO3OyXa,
OOblKy npu  (MU3MYECKo Harpyske, cepauebueHme,
CHUXeHMe Beca A0 5-6 Kr, vacTble MOYEUCMyCKaHWs,
BbIpaXXeHHbIe ronoBHbIE Gony.

W3 aHamHe3a 3ab0rie8aHuUs; CO CIIOB MALMEHTKN C aBrycta
2022r. 3nM3odbl YacTbiX MOYeucrnyckaHuy, obpatunack B
MONMKIMHUKY NO MecTy xwuTensctsa M1 Ne7, pekomeHaoBaHO
coatb OOWWIA aHanmM3 MOouYW, BbISIBIIEHA MUKporemarypus,
HECMOTPS Ha aHTUGaKTepUanbsHyIo Tepanuio, MUKporemaTypus
coxpaHsetcs. C anpens 2023r. oTMe4aeT MOKpacHeHMe,
BonesHeHHOCTb, CBETODOSA3HD, CrIE30TEYEHNE C NEBOrO 1asa,
B CBA3W C YEM Haxoournachb Ha CTaUyMOHApHOM IeYeHnn B

LieHTpanbHOM ropoackon kvHudeckon GonbHuue (LMKB) B
oTheneHM  odptanbMororuy, rge  6binM MpoBeneHsb
CreaytoLLme VHCTPYMEHTArbHbIE UCCRER0BaHMS: LMKIOCKONMS
- 3NUTENUM POrOBULbI He MOBPEXAEeHbI. PeTnHorpadnyeckoe
VICCreoBaHme - MakcuManbHas anektpopetuHorpadms (OP)
Ha Benbiit CTUMYN - (yHKUMS DOTOPELIENTOPOB B Mpeaenax
HOpMbl Ha oBa rmasa. OTBET BHYTPEHHUX CrOEB CETYaTK
Heckorbko — nosblweH  OU  (rvnokews?  HapylueHue
B3aUMOLENCTBUS  HEMPOHOB?)  3puUTeNbHble  Bbl3BaHHbIE
noteHumansl (3BI1) Ha BCMbIWKY - KOPKOBbIE OTBETHI
[OCTaTo4HO CTaburbHble, C yMeHblueHneM amnnutygel OU >
OS - npoBegeHWe HEpBHOTO WMMyNbCa B KOPY TOMOBHOMO
MO3ra yXydlweHo C obeux CTOpPOH MO aKCOHanmbHOMY Tuny,
cnpaBa YMEpEHHO, criesa 3HauuTernsHo. OpUeHTUPOBOYHBIN
VIS Ha wwaxmaTHblin natTepH cnpaga - 0,9- 1,0, - 0,7- 0,8, Ha
OCHOBAHUN WHCTPYMEHTambHbIX 0OCNefoBaHUM  BbICTaBMEH
JVarHo3: 0CTpbIi MpuaoLMKIKT. OCTpbIi KepaToyBewT.

B UtoHe 2023r. KOHCYNbTMpOBaHa
OTOPMHOMAPUHIONOTOM, 3aKMIOYEHNE:  XPOHUYECKNN
raiMopuT, TOH3WUAMNT, OTUT.

OceHblo  2023r. npucoeauHunucb 6onm B MENKnX
CycTaBax KMCTEA, MblwLax, B MOSCHWYHON obnacTu,
3MM304M4eCKMe MENKOTOYEYHbIE BbICHIMAHWS HA BEPXHNX I
HVXHMX KOHEYHOCTSIX.

B pexabpe 2023r. koHCynbTMpOBaHa Hedporiorom B
meanumHekom LenTpe Kidney Clinic, ANCA — 1:320 (Hopma-
1:20), ¢ ANCA (AHT-MIO) — 8,4 IU/ml (Hopma go 4,5 1U/ml),
ANA, AH®-Hep-2, aHtuTena k 2 cnnpansHoi [HK pesynbTatsl
oTpuLaTenbHble. BonyaHouHbIi aHTUkoarynsHT 1,65 (Hopma —
0,8-1,2 Eg.), B obwem aHarmse kpoeu (OAK) He — 130r/n,
neak. - 8,58/m, Tpomb. — 300/n, cxopocTb ocenaHue
aputpoumTos (COJ) — 40 mm/v. B OAM yaoenbHbIi Bec - 1025,
Genok — 1 r/n, aputpountbl 170 B 1 Mkn 1 3 B n/3, neiik. — 0,
BroxUMMYECKUN aHanK3 KpoBK — kpeaTuHUH — 103 Mkmonb/n,
MoyeBuHa — 4,28 mmonb/n, C peaktueHbin 6enok (CPB) — 2,15
mr/n, pesmatougHblil paktop (PO ) - 3,09 Epg/n, Ha
YNbTpa3BykoBOM WccriegosaHum moun (Y3U), 3akmiodeHve:
npaBasg nowka - 10,1x5,8x2,02 cm, neeas nouka
12,35x5,68x2,35 CM, 3aCTOSi MOYM HET, Ha OCHOBaHWM
KMUHMKO-NaBbopaTopHbIX JaHHbIX BbiCTaBneH auarHos: AHLIA-
acCoOLMMPOBaHHBIA  BACKYNUT  C MOPaXEHWEM  BEPXHUX
JblxaTenbHblX MyTeid (FalmMopwuT, OTWT), OPraHOB 3pPEHNst
(yBewT), cycTaBoB, KXW, nosblllieHnem TuTpoB AHTU-MMO,
MOPaXEHNEM MOYEK - XPOHUIECKMIA HEOPUTUHECKUIA CUHLPOM.
XBIM, G1A3 (CK® 90 mn/MuH) ¢ 3nM3opamy MOYEYHON
HEOOCTAaTOMHOCTM B MEPUOA  aKTWBaUMM  Backynura.
PexomenpgosaHo: IKC (meTunpen) 32 mr B cyTku, MM® - 2000
M B CyTKM 1 uHuLpaums MABT.

C 09.01.2024r. no 17.01.2024r. nonyyuna cTawuoHapHoe
reyeHne no noprany B  HayyHo-uccrieqoBaTenbCkoM
VHCTUTYTE Kapauororun u BHyTpeHHnx 6onesnein (HAW K
BE) ¢ pawarHosom: CucTemHblit BackynuT. [paHynematos
BereHepa, aKTMBHOCTb BbICOKOW CTeneHu, ¢ nopaxeHuem JIOP
OpraHoB (pUHUT, OTMOMAUT), cycTaBoB (noruapTput HOC 1),
noyek (Hedputmdeckmit cuHgpom XBIM G1A3 (GFR 90 mn
MMH)), No3nTMBHOCTb Mo AHTM PR3 cCANCA 32/1 ME/mn; ANCA
AHTH-MPO,  nmaumeHTKe  PEKOMEHOOBAHO  MPOJOIMKUTHL
MeTUNpes, C MOCTENEHHbIM CHUKEHWMEM [O3bl, DasuCHyio
Tepanuio MM® - 2000 mr B CyTKu.

MosTopHas rocnutanuaauws no noptany 8 HAWM K u Bb
¢ 27.06. no 03.07.24r. roe npoBefeHa nepeas WHGy3us
PTM 500 w™r, ogHOBpeMeHHO C WHdy3mamu PTM
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Kuananyecknii coxyyaii

BbINOSTHEHbI MHGY3UM MeTUNpeaHK3onoHa B gose 250 wr,
parnee no cxeme.

U3 aHamHesa xu3Hu: C peTctBa vacTble 060CTpeHus
raimoputa,  chapuHruta,  ToHmsunnuta. B 2022r.
onepupoBaHa Mo MOBOAY CUrMOMZSKTOMMM. Tybepkyres,
BMPYCHbIE TrenaTuTbl 1 BeHepuyeckue DOnesHn oTpuuaer.
Mo nuHMKM oTUa apTepuanbHas runepteHauns (Al). BpeaHbix
npuBblyek HeT. F'emoTpaHcdysuini B npowwnoMm He Obino.
CoctonT Ha [AMCMAHCEpHOM y4yeTe y  Hedporora.
AnneproaHamHes He otsroweH. Al B TeyeHue 3-x JeT,
NpMHUMaeT nuauHonpun B Ao3e 5 mr Ha doHe Af
apantuposaHo Afl 120/80 mm.pT.cT.

ObwexkmusHble_OaHHble: Obluee COCTOSHWE CpeaHen
CTENEHW TSKECTM, 3a CYET aKTUBHOCTM  OCHOBHOM
natonorun.  onoxeHue akTueHoe. CO3HAHUC SICHOE.
TenocnoxeHue HopmocTeHudeckoe. Bec 70kr. Poct 168
cMm. IMT: 24 kr/m2, Temnepartypa 36,3 C. KoxHble NoKpoBbI
0DbIYHOM  OKpaCKM, BbICHINAHWA  HET. Typrop  KOxw
coxpaHeH. Cnmsuctble uncTble, cyxue. [epudepuyeckux
OTeKkoB HeT. [lOAKOXHO-KMpOBas KnetyaTka yMEpPEeHHO
BbIpaxeHa. JlumdaTinyeckne yanbl He YBENUYEHSI.

KocmHo-cycmaeHasi  cucmema;  bornesHeHHOCTb B
Ny4e3ansicTHbIX, MENKMX  CycTaBax KUCTEW,  KOMEHHbIX
cycraBax. Yucno 6onesHeHHbIx cyctasos (UBC) - 10, umcro
INabopatopHble gaHHbIe

npunyxwmx cyctaeoB (UMNC) — 0, Bu3yanbHas aHanoroeas
wkana (BALL) - 66.

Cucmema opeaHo8 ObixaHus: Cnusuctas 3eBa
00bluHOM Okpackn. HebHble MWHAAMWHLI He YBEMUYEHbI.
[bixaHne yepe3 Hoc cBobogHoe, oTgensiemoe HetT. B
NerkMx BEe3UKynspHoe AbixaHwe, xpunoB HeT. Y[ 18 B
muH. Catypaums - 98%. Obe MOMnoBMHBI TPYAHONM KETKM
Y4acTBYKOT B aKTe AblXaHWs OAMHaKoBO. [pyoHas kneTka
06bI4HON hopMbl. [paHMLbI NErkuX - B npeaenax HopMmbl.

CepdeyHo-cocyducmas cucmema: IpaHuLpI
OTHOCWTENBHOA CEepAeyHO TynocTu B Mpedenax HopMbl.
Al 120 /80 mm. pt. cT. YCC 80 B MMH. CeppeyHble TOHbI
MPUrnyLEeHbl, PUTM NPaBUnbHBIN. LLlymoB Her.

Cucmema 0peaHo8 nNuLEgapeHus: 3blk  BRaXHbIN,
uucTbIn. [levyeHb y kpas pebepHon ayrw, npu nanbnauuu
Oe3bonesHeHHbn.  CeneseHka He  yBenmueHa.  Cryn
perynsipHbIi.

MoyesbidenumensHas cucmema: ObnacTb moyek Ha
BWA He u3meHeHa. [ouku He nanbnupyotcs. Cumntom
MoKOMauMBaHNs  OTPULATENbHBIN. MovueucnyckaHue
cBobogHoe, 6e3bonesHeHHoe.

Hespornoauyeckuli cmamyc Ha MOMEHT ocmoTpa bes
NaTonorM4YecknX NPU3HaKoB.

HaumeHosaHune [Tokasatenu

OAK ot 27.06.2024 r. He - 128 r/n, aputpouutbl - 4.6 /n, nenkountsl - 8,0 /n, HelTpodmnbl - 64,8%,
Basocunbl - 0,6%, aoanHodunbl - 0,2%, numdountsl - 27,6%, MoHouuTsl - 5,5%,
TpombouuTsl - 307 /n, COQ - 37 mm/yac. Yckoperne COD

OAM ot 27.06.2024 . LiBeT - xenTbii, Npo3payHas, oTHocuTensHas NnoTHOCTb - 1.030 noBbiLweHo,
pH - 6,0, 6enok - 0,33 r/n, rMoko3a-0TpULATENBHO, KETOHOBBIE TENA - OTPULIATENBHO,
O1UnMpyOuH - OTpULATENBHO, YPOBUNIMHOTEH - OTPULIATENBHO, HUTPUTLI - OTPMLATENBHO,
NEKOLUTBI-0TPULATENBHO, SPUTPOLUTHI - 8 B MK, LUITMHAPSI - 4M1T

BxAK o1 27.06.2024 r. O0bwwit 6enok - 72,5r/n, ANT - 37 ea/n, ACT - 20 ea/n,

OunupybuH 0B - 5,1 MkMonb/n, MoYeBmMHa - 8,3 MMOIL/N MOBBILLEHO,
rMoKo3a - 5,9 Mmonb/n, kpeatuHuH - 80,8 mkmons/n, CPB-3,5mr/n

ACI1-0, PO o1 17.06.2024 .

ACIN-O - 67 ME/n, P® - 17,6 ME/mn

Koarynorpamma ot 17.06.2024 .

AYTB - 24,9 cek, MTB - 10,8cek, dubpuHoreH - 3,34r/n, MTA - 107%, MHO - 0,93

VimMmyHonornyeckue aHanuabl
o1 17.06.2024 1.

AHA - 4,0, antutena k gsycnupansHoit AHK - 4,0.

WHcTpymeHTanbHble JaHHble
KomnbtotepHas Tomorpadoust (KT) opraHoB rpyaHoit

knetkm oT  20.02.2024r. 3aknoveHue: KT  kapTuHa
XpoHuyeckoro  GpoHxuta.  Ouarobii  MHEBMOMOPO3
npaBoro  nerkoro.  HesHauuTensHO  BblpaxeHHas

MeauacTUHanbHas numdageHonatus. [aHHbIX 3a OCTpbIi
BOCMANMTENbHBIA NPOLECC He BbISBMEHO. PekoMeHJoBaHO
KOHCYNbTaLus MynbMOHosora.

KT opraHoB rpydHOM KneTkMn W CpepoCTeHUs OT
28.06.2024r.: 3akntoueHne: O4aroBbiX M MHOUILTPATUBHBIX
N3MEHEHWIA B NIETKNX HE BbISIBIEHO.

KT npupatouHblx nasyx Hoca otT 28.06.2024r.:
3akntoueHne: KT-kapTHa XPOHMYECKOrO NIEBOCTOPOHHErO
raimopura.

330charoracTpoayoaeHoCKonus (Arac) oT
29.06.2024r.: 3akntoueHue: NOBEPXHOCTHBINA racTpuT.

Y3 nouyek ot 03.06.2024r.: 3akntoyeHune: ynnoTHeHWe
1 gecopmaLns YaleyHo-noxaHouHo cuctemsl (UNC).

[lynnekcHoe CKaHMpOBaHWE BEH HWKHUX KOHEYHOCTEM
o1 10.06.2024r; 3aknioueHne; NpU3HaKk1 NaTonorum BeH H/k
He 0BHapYXeHbl.

OnekTpokapguorpamma (9K ot 27.06.2024r.:
3akmioyeHne: putMm cuHycosbin ¢ UCC 91 yo B MuH.
HopmanbHoe nonoxerue 30C.

LiBeToBoe ~ [OonnnepoBckoe — KapTupoBaHWe U
MMNyNbCHAs JOMMIEPOMETPUS BEH BEPXHWUX KOHEYHOCTEN
ot 31.05.2024r.: 3akmoveHue: Ha MOMeHT obcnenoBaHUs
BeHbl BEPXHUX KOHEYHOCTEN HEe pacluMpeHbl, NPOCBeTbI
W1cCrnefoBaHHbIX BEH CBOOOAHbIE, KOMMPECCUS MOMHaSs.

KoHcynbmayus cneyuanucmos:

Koncynbmauusi annepeonoea ot 02.04.2024r: gnarHos:
L20.8 [ipyrue aTonuyeckne aepmMaTuTbI.

Korcynbmauyusi kapduonoea ot 02.05.2024r: JuarHos:
ApTepuanbHas runeptonust Il ctenenn puck 3. lMponanc
MUTparnbHOro knanaHa 1 cTeneHu. HapylieHue putMa no
TUMY Xeny[oukoBas skcTpacucTonum 3 rpagauum no JlayHy.
HK 2A.

KoHcynbmayusi Hegpponoea ot 04.06.2024r. OuarHos:
Hedputnueckuin  cuHgpom, — pemuccus.  BTOpUuHbINA
rnomepynoHedput. AHLIA-accoLMMpOBaHHbIN  BaCKynuT,
OonesHb BereHepa. XBIM C1 cragus (CKD-FPI 97,5
M/MUH/1.73Mm2).
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Ocmomp  nynemoHonnoza ot 11.06.2024r. [inarHos:
XpoHuyeckuit ~ GpOHXUT, € BPOHXOOOCTPYKTUBHBIM
cuHapomom (BOC), oboctpenue, H O cT.

Ocmomp omonapuHaonoea ot 12.06.2024r. [narHos:
XPOHUYECKUA  TOH3UNAMT  pemuccust.  XPOHWYECKMI
ranMopuT PEMUCCHS.

Ocmomp Hesponamonoza ot 29.05.2024r. [narHos:
[OucumpkynsTopHas aHUedanonatus CMELLaHHOTo reHesa.
[MNepTEeH3MOHHbIN CUHAPOM. MopaxeHus
MEXMO3BOHOYHBIX AMCKOB LUEMHOrO M MOSICHUYHOTO OTAena
MO3BOHOYHWKA. HEMpOMBILLEYHbI CUHAPOM.

Buoncus nerkux He npoBedeHa M3-3a OTCYTCTBUSA
WHGUNLTPATUBHLIX  M3MEHeHWW.  YuuTblBas, YTO [0
rocnutanusaum B HAW K v BB nauweHTka nonyyana
neyeHne Metunpegom, MM® oTMeyaeTcs CHUXeHue
npoTeuHypun, B CBA3W C 4Yem Ouoncus mnovek ¢
LVarHoCTMYECKOI LIENbIO He NPOBOAMNACH.

CnycTta Tpu Mecsua Ha ¢hoHe MPOBOAMMON Tepanuu:
OTMEYAET YNyyLIEHNE CaMOYYBCTBUS B BUAE YMEHbLUEHMS
Bonu no Bcemy Teny, B NOSICHUYHOW obnacTu, cycTaeax, B
MbILULAX, YAYYWeHUe OCTPOTbl 3PEHMS, YMEHBLLIMIOCH
OTXOXJEHWEe KOPOYEeK M3 HOCa, CryCTKOB KPOBW, OZbILIKM
npu chuanyeckon Harpyske, cepauebuerme,
Hopmanu3oBancs ypoeHb CO3 go 20 Mm/Y, MOYEBMHBI.
PeructpupoBanock CHuxeHue npotenHypum (¢ 1 r/cyT. go
0,33 r/cyt.), ymeHblieHue rematypuu. [lpu NOBTOPHOM
caaye Ha uMMmyHobnot B 2024r.. Antutena k ANCA -
cnabononoxutensHbld, CANCA (AHTU-MIO) — 4,2 [U/ml
(Hopma fo 4,5 1U/ml). Mpwu nosTopHon KT nérkux OT MIoHS
2024 r. o4aroBblX W WHMUMLTPATMBHBLIX W3MEHEHUI B
nerkux He BbisBneHo. [lpumeHenne uHdysun PTM
NepeHOCHT YAOBNETBOPUTENBHO. Ha AaHHbIA MOMEHT 1033
MeTunpesa (MeTUNNPeSHU30NoH) ¢ 32 Mr CHKeHa 4o 8 Mr
B CcyTku, 6asucHas Tepanus MM® 1500 mr B cytku, PTM
NPOAOIKAET NO CXEME.

O0cyxaeHue

MpencraenexHoe KNMHUYECKOe Habnogexve
LEMOHCTPUPYET  pasBuTUE  CUCTEMHOIO  BackynuTta ¢
MOpaXKeHEM BEPXHUX AblXaTenbHbIX NyTeil, nodek. Hayano
3aboneBaHNst  XapaKTepu3oBanoCb  HECTELM(MIHOCTBIO
KMMHWUYECKON KAPTUHbI, YTO MOCMYXMUIO MPUYUHONA CIIOXHOCTM
QMarHocTWkM M Bepudmkaumm  guarHosa.  [Mopaxenwe
KM3HEHHO BaXHbIX OpraHoB MOTPEBOBANO  MPOBELEHNS
Tepanuu roKOKOPTUKOWAAMM, LATOCTATUKaMI, ANst MHAYKLMK
pemuceun Bbin HasHayeH PTM, 4yTo no3somWmo HOCTUMHYTH
CHVKEHMS  aKTWBHOCTM  Backyrmta. [lpu  OTCyTCTBUM
npoBedeHust  GuonCM  TkaHel  MOpaXeHHbIX — OpraHoB,
3anofo3puThb 3aboneBaHne MOMOTakT KNaccUUKaLMOHHbIE
kputepun TTIA, B JaHHOM KIMHUYECKOM Cryqae = 5 Gannos.
Heobxogumbl Takke anroputMbl eicTBuiA 41s obenesoBaHns
nauueHToB ¢ nogobHbiMK  3aboneBanusmK, 4To obrnerynt
BbISIBNEHWE [aHHOM NaTonoruy UM YMyuluUT MPOrHO3 XM3HM
nauweHToB. OCHOBaHWEM [N HasHaueHWs npenapata PTM
CIyXMIN COXPaHEHWe BbICOKOI aKTUBHOCTM 3aboneBaHus (= 5
6annos), opTanbMONorM4ecKe CUMMTOMBI, OPAXEHNE NOYEK
(XpoHuyeckun HedppuTdeckuin cuHapom. XBI), aptpanmm,
FaMMOpUT, OTHT, TONTOBHbIE 60N

3akntoyeHne. B paHHOM KnMHMYeCkoM HabnopeHum
NPOAEMOHCTPUPOBAH CMOXHOCTH CBOEBPEMEHHON
BepudukaLmm auarHosa A, 4To CBA3aHO C OTCYTCTBUEM Y
Bpayeil TepaneBTUYECKOro MPOUNIS HACTOPOXEHHOCTU B
OTHOLLEHWM  Pa3BATUS U MYMbTUCUCTEMHOCTM  3TOMO

3abonesaHmns. OCOOEHHOCTBIO JAHHOTO KITMHUYECKOTO CIyyast
SBNSETCA peaKas pacrpoCTPaHEHHOCTb  MPenCTaBMEHHOM
naTonoriK, CrOXHOCTb B MOCTAHOBKE AuarHo3a B CBA3N C
MONMOPraHHOCTLI0 MOPAKEHUs!, OTCYTCTBME CMELMBUYECKUX
npusHakos B peblote 3abonesaHus, 4TO MoTpeboBano
npoBeAeHns AnddepeHLManbHoro uarHosa ¢ CUCTEMHBIMM
3abonesaHuaMu coeguHuTenbHon TkaHu (C3CT). [aHHoe
KNuHWYeCkoe  HabmioaeHe  [EMOHCTPUPYET  MpUMEHeHue
MyNbTUAMCLUMNIMHAPHOTO noaxofa B avarHoctuke [TIA ¢
yyacTMeM  MynbMOHOMOra,  peBmatoniora,  Hegpornora,
OTOPMHONApWHIonora,  oTanbMomora, — kapavonora,  uTo
vmeeT OOMbLIOE 3HAYEHWEe [N paHHel  AMarHOCTUKW
3aborneBaHMs M CnenoBaHMs aKkTyanbHbIM PEKOMEHOaLUAM.
Nevenne PTM B covetanun ¢ MM®, TKC nossonuno aoctuyb
CHWKEHWE aKTMBHOCTM  BOCMAnMTENbHOTO —Mpouecca U
CHVKEHWEe [103bl TTIOKOKOPTMKOMAOB. MaumeHTka HyxaaeTcs B
ArVTENbHOM HAbMIAeHUM W3-32 MONMOPraHHOTO MOpaKeHWs
BHYTPEHHWUX opraHoB. [lpogomkenue  HabriogeHns w
ONTUMM3aLUMA  Tepanuu  BaxHbl AN NPenoTBpaLleHus
OCINOXXHEHUA 1 NopAepxaHus pemmuccun. Mlocne JOCTUKEHMS
MOMHOA  KIMHWKO-NTaboPaTOPHON  PEMUCCUM  [ITIUTENBHOCTb
MPOTUBPELAMBHOTO JIeYEHUS OMKHA COCTaBMATb HE MEHee
24 mecaues [2, 4]. PanHee onpepneneHne AHLIA nosbiwaet
yactoty auarHocTuku [TIA, a CBOEBPEMEHHOE YCTaHOBMNEHME
[varHo3a no3BorsieT kak MOXHO paHbLLe HasHauMTb Tepanuio
1 n3bexaTb MHBANMAM3aLMM MaLMEHTOB.

KntoueBbiMM  hakTopamm  ycnewHoro
nauuenTos ¢ I'MIA ocTatoTcs:

-BbICOKAsl HACTOPOXEHHOCTb B OTHOLUEHUM CUCTEMHOTO
BaCKynuTa npu Hammummn Hecneuuuyeckmx CUMNTOMOB;

-paHHss BepuUcMKauns auarHosa C WCMOMNb30BaHWEM
CEpPOSIOrnieckMx 1 MopeonorMYECKUX KPUTEPUEB;

-CBOEBPEMEHHOE  Ha4ano MMMYHOCYMPECCUBHOM 1
Buonornyeckoit Tepanum;

-MyNbTUAUCLMMIMHAPHBIA NOAXOL,;

-pErynsipHbIi  KOHTPOMb aKTMBHOCTK 3aboneBaHus ¢
Lenbio NpeaynpexaeHnst peLuaneoB 1 NPOrpeccMpoBaHms
[3, 8].

[JaHHbIn  cnyyam  noguépkuBaeT  HeobxoaMmMocTb
LUAPOKOTO  BHEAPEHUS| COBPEMEHHBIX TEPaneBTUYECKUX
cTpaTernii 1 HeobxoauMoCTU AarnbHEMIMX UCCreaoBaHuiA
no WHAMBWAYanu3aLuun IeYEHWs W MOUCKY HaAEXHbIX
OromapkepoB aKTWBHOCTH 3aboneBaHus.

BeaeHuA

KoHepnukm unmepecoe

M1 3asi8nsiem 06 omcymemeuu KoHIuKma uHmepecos.

Bxnad asmopos - 8ce asmopb! 8HECIU PagHOUEHHbIL 8KTad
8 nodzomoske daHHO20 Mamepuarna.

CeedeHusi 0 nybnukayuu: 3asenseM, 4mo OaHHbIl
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