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Clinical case of granulomatosis with polyangiitis

Trofimov V.I., Barsukov A.V., Frolov D.S., Borisova E.V., Mironova Zh.A., Maksimov M.V.,
Bruchkus E.A., Sipovsky V.G., Kuznetsova l.A., Vlasova M.T., Sharova E.A., Sedova A.Ye.

The article is devoted to the analysis of a clinical case of vasculitis associated with antineutrophil cytoplasmic
antibodies. The presented clinical case of manifestation of granulomatosis with polyangiitis demonstrates the
difficulty of making a diagnosis due to the absence of pathognomonic symptoms and the diversity of the clinical
picture. In the conditions of a multidisciplinary clinic, doctors of different specialties may encounter and incor-
rectly interpret the symptoms of this disease, thereby awareness about such a rare disease is required to ensure

prompt diagnosis and prescribing the right treatment.
Keywords: granulomatosis with polyangiitis, antineutrophil cytoplasmic antibodies; systemic vasculitis.

panynemaro3 c¢ momuanruutom (I'TIA), panee
W3BECTHBIM Kak rpaHyinemaro3 Berenepa, npen-
CTaBisgeT coOOil peaKkoe WMMYHOJIOTHYECKH
OTIOCPEIOBAHHOE CHUCTEMHOE 3a00JIeBaHHE HEHU3BECT-
HoH sTHonoruu. I'TIA — Hekporu3upyrolee rpaHyse-
MaTO3HOE BOCIAJICHWE C BOBIIEYCHHUEM JIIXaTEIbHBIX
IyTEe U HEKPOTU3UPYIOLIUI BACKYJIUT COCYI0B MEJIKOTO
Y CpeqHero Kamuopa (Karuiuisapsl, BEHYIbI, apTePHOIEI,
aprepun) [1, 2]. PacupocTpaHeHHOCTh B MOMYNAINAN
cocraBisgeT 25-60 Ha 1 MiH., 3a00j€BaeMOCTb — 3-12
Ha 1 miH. 4denoBek. Bo3pacTHoi Juara3oH JaHHOTO
3a00JeBaHMsI TOCTATOYHO MIMPOK (8-99 neT), My>KINHBI
W KCHIIUHBI CTPAIAIoT OMUHAKOBO [3].
Benymyro pomp B TaroreHe3e OTBOIAT aHTH-
HEHUTPODUIEHBIM [IUTOTIIA3MAaTHIECKIM aHTH-
teram (AHIIA), B cBmu ¢ uyem ITIA ortHOCAT

K AHIJA-accounupoBaHHBIM BAacKyJIUTaMm. Bpiaesnstor
nBa Tuna AHIIA B cOOTBETCTBUU C UX PACTIONOKEHUEM
B KieTke: IuTorniasMaruaeckue (-AHLA) u mepu-
nykineapHsle (n-AHIIA). OcHOBHBIM aHTHUTEHOM, Ha
KoTOpBIH HareneHsl MI-ANCA, sBiIseTcsl mpoTenHas3a-3
(ITP-3), a anTHreHOM, Ha KOTOpHIH HareneHbl T-ANCA,
SIBIIIETCSI MEeTToniepokcraasa (MI10).

I'TIA cumrtaercss MHOTO(DAKTOPHBIM 3a00JIEBAHUEM,
B MTATOT€HE3€ KOTOPOTO MPUHUMAIOT y9acTHe TeHeTHde-
CKHe, IMMYHOJIOTHYECKHEe (DaKTOPHI, a TaKkKe HeMallo-
BAXHYIO POJIb UTPAIOT (PAKTOPHI OKPY’KAIOIIEH CpEbl.
K ¢akropam oxpykaromieil cpeqpl, ClIoCOOHBIM CIIPO-
BorpoBarek pasButue [TIA, OTHOCAT: HHPEKIIMOHHBIC
are"tel (Staphylococcus aureus, paHee TEpEHECCH-
HBI TyOepKyne3 WM THOWHas WHQEKIUS bIXaTelb-
HBIX TyTeil), JIeKapCTBEHHbIE Iperaparbl (Takhe Kak

®ponoB D,MVITpMﬁ CepreeBMH, KaHaunpat Mefq. Hayk, OOLUEeHT Kadedpbl Tepanuu rocnuTanbHoOn ¢ KypCoMm arnnepronormm n UMMyHonornmmn

nmeHun akag. M.B. YepHopyukoro

PIrBOY BO «[MepBbit CaHkT-MNeTepbyprekuii rocyaapCTBEHHbIN MEANLMHCKUIA YHUBEPCUTET MMeHn akagemuka .M. MNasnosa» M3 PO

97022, r. CaHkT-lNeTepbypr, yn. JlbBa Tonctoro, 6-8
e-mail: froloff_82@mail.ru

S7



JIEYEHUE 1 MPOPUITIAKTUKA / Tom 12 - N2 4 - 2022

MPOMIITHOYPAITIII, THAPAIA3WH) U YaCTHIIBI B BO3AYXE
(kpemMHE3eMHas TBLTH) [4, 5].

Hauano 3a0omeBaHus accorupyercs C BO3IEH-
CTBHEM WH(EKIIMOHHOTO areHTa, IPOBOLUPYIOIIETO
MPOAYKIIUIO TPOBOCHIAIUTEIBHBIX ITUTOKWHOB, TaKUX
kak TNF u IL-1f, uT0 B cBOTO 0YepeIs MPUBOIUT K AKTH-
Ballii HEUTPO(UIOB, KOTOPHIE 3aT€M JKCIIPECCHUPYIOT
anTureHpl-MuteHn (a umenno [1P-3 u MIIO) Ha cBoei
kirerogyHot memoOpane. AHIIA CBS3BIBaIOTCS C 3THMH
anTureHamu u 4epe3 ¢parmernt Fc ¢ Fcy penenro-
pamu Ha HEHTpOo(UIIax, TEM CaMbIM BBI3BIBASI MX UPE3-
MEpHYIO aKTHBAIMIO. JTa THUIEPAKTUBAIMS MPUBOIMT
K aHOMAJIBHOM TPOMYKIIMH ITUTOKWHOB, COIPOBOXKIA-
eMOIl BBICBOOOXKIICHHEM aKTHBHBIX (OpM KHCIOpOIa
(ADK) n mutHdeckux (HEepMEHTOB, KOTOPHIE MTOBPEK-
JTAOT SHAOTEIHABHBIC KJIETKH COCynoB [4, 5].

B ximnHunueckoit kaptune miua I'TIA xapaxrtepHa
TpHaza CHUMIITOMOB: MOpPaXEHHUE BEPXHHX JIbIXaTelb-
HBIX IyTeW, JIETKUX W To4ek. B nediore 3aboneBaHus
mpeobasaeT IMOJIMOPTaHHOE TOPaKeHHEe, MaIeHTHI
MOTYT aJIOBaThCs Ha: TUxopaiky a0 38-39°C, norepro
Macchl Tela, TeMOpparndecKue BBHICHIIAHUS Ha KOXKeE,
0onm B MBIMIAX, CycTaBaX, NPHUIYXaHHE CYCTaBOB,
3aTpyJHEHHE HOCOBOTO [IBIXaHWS, KPOBOTEUCHHS U3
HOCa, HaJICAJIHBIA Kalllelib, KpoBOXapkaHbe. BepxHue
IeIxarenbHble Myt nopaxkatorcs B 70-100% ciydaes
Y MOTYT OBITH IEPBHIMH KIIMHUYECKUMH MIPOSBICHUSAMHA
3aboneBanus [6].

JmarHo3 ycraHaBIMBaeTCs HA OCHOBAaHWHM KIIMHUKH,
CEpOJIOTHYECKUX MapKepOB M XapaKTEPHOW THCTOIO-
ruyeckor kaptusbl. Omnpenenenue HAHIIA, anTuTen

K TIpOTeWHase-3 SBJSETCS BBICOKO CHEelH(pHIecKuM

TECTOM, TIOJIOKUTENBFHBIE PEe3yJAbTaThl JIUATHOCTUPY-

1oTcst y 86% mauumenros, crpapatomux I['TIA. Y 14%

naiueHToB MoryT BbiABISAThCA NAHIIA, aHTHUTENa

k MIIO, nmn xe y uwactu mammentoB AHIIA wmoryt

HE OTpENeNAThCS, YTO TpedyeT ManbHEHIIero ITuarHo-

CTHUYECKOTO TOWICKa, B TOM YHCIIE TIPOBEICHHE OHOT-

cuu [1, 2, 6].

OkcrepThl AMEpPUKAHCKOTO KOJIIEKa PEBMATOJIO-
run/EBporneiickoit  anTupeBmarndeckoir nurum (ACR/
EULAR) B 2022 1 mpencTraBwid KiaccH(HUKAIIH-
OHHBIE KPUTEPUH TpaHYJIeMaro3a C TOJUAHTHATOM
(Tabm. 1) [7-9].

Knunuueckuti cayuau. Ilamuent I, 56 net, Haxo-
mucs B IICIIOIMY um. akazn. W.II. I1aBnoBa ¢ mapra
1o anpens 2022 roga A1 yTOYHEHUS STHOJIOTMU CYCTaB-
HOTO CHHJpPOMa M CHHIpPOMa dK3aHTeMbl. Ha MomeHT
TOCIIUTAIM3AINN TIPEIbSBIISIT KAIOObI Ha:

* TIOBBHIIICHHE TEMIIEPATYPHI 10 cyOdeOpIbHBIX THdp
(37,0-38,0°C) B iepBoii HOJIOBUHE THS U 10 GeOPHITH-
HEIX (39,0°C) B BeuepHee BpeMs ¢ 03HOOOM;

* TEPHOINYECKOE BO3HUKHOBEHHE OTEKa, METeXHalb-
HBIX BBICBHITIAaHW 1 00JIE3HEHHOCTH, yCHITUBAIOIICHCS
pH Xoap0e, B 001aCTH JICBOM CTOIIBI, JICBOTO TOJICHO-
CTOITHOTO CYCTaBa M HW)KHEW TPETH TOJICHH;

* MUTPHUPYIOIIHE apTPAITHN KOJEHHBIX M TUICYEBBIX
CyCTaBOB;

* CHI)KEHHE CITyXa, MPEHMYIIECTBEHHO CIIPaBa;

* 3aTpyJHEHHE HOCOBOTO [bIXaHHs, KPOBSHUCTHIC
BBJIEJICHHS W3 TIOJIOCTH HOca C 00pa3oBaHHEM
KOpOYEK;

Tabnuya 1
KnaccudmkaumoHHble KpuTepumn rpaHynemaro3sa ¢ nonuaHrumtom (ACR/EULAR, 2022) [9]
[py NpUMeHeHUn 3TUX KPUTEPMEB CneayeT NPUHATL BO BHUMAHWE:
*  KnaccuuKaLMOHHbIE KPUTEPUM MOXHO MPUMEHATL ANs Knaccudukaumm 3abonesaHus kak rpaHynemarosa
C NOMNAHrMMTOM, ECNK Yy NaLMeHTa ANarHoOCTUPOBaH BACKYNUT MEMKNX N CPEAHUX COCYAOB
* Yy MauMeHTa UCKIMOYeHb! ankTepHaTVBHbIE AWarHo3bl 3aboneBaHnin, KOTopble MOryT UMUTUPOBATL BACKYNUT
KnuHun4yeckue kputepumn Bann
+ TMopaxeHne Hoca: KPOBSIHUCTOE OTAENSIEMOE, S3Bbl, KOPOUKM, 3aNOXEHHOCTb, HapyLUeHne +3
HOCOBOTO AibIXaHwsl, AeekT unu nepcopaLimsi HOCOBOW NEPEropoOaKU
+ TMopaxeHve XpsLLeBOW TKaHW: BOCManeHne Xpsilen yxa UM Hoca, OCMnnocTb ronoca unv ctpuaop, +2
3HO06pOHXManbLHOE NnopaxeHue, hopMUpoBaHue ceanoBUAHOM AedopmaLmmn CrMHKKA Hoca
»  KoHAyKT1BHas Unm HEMPOCEHCOPHas TYroyxocTb +1
Jla6opaTopHble, MHCTPYMEHTanbHbIE U MOpdonornyeckme KpuTepum
* MNonoxutenbHbin pedynsraTt aHanusa Ha BAHLIA vnu Mp3-AHLA +5
*  Y3enku, o6bemMHble 06pa3oBaHMs UK NONOCTM B NErKMX Npu BU3yanu3auum +2
+ TpaHynembl, BHECOCYAMCTOE rpaHynemMaTo3Hoe BOCnaneHne Unv ruraHTckme KneTku npyu Mmopdonornyeckom +2
nccnegoBaHum buonTtaTa
+ BocnaneHnwue, KoHcONMAaUMs UK BbINOT B NPUAATOYHbBIX Madyxax Hoca UMM NpU3Haku MactTouauTa npu Bu3yanusaumm +1
*  ManonMmyHHbIV rnomepynoHedpuT No AaHHbIM G1ONCKUM NOYKN +1
* [NonoxutenbHbin pedynstaTt aHanu3a Ha nAHUA nnn MMNO-AHLA -1
*  Yucno s03uHocunos B nepudepunyeckon kposm 21x10° /n -4
CymMapHbIn 6ann =5 no3BonsieT knaccuguumpoBatb 3abornesaHue kak MMA
UAHLIA — yumonnasmamuyeckue AHLIA, MNp3-AHLIA — AHLIA npomeuHasa-3, nAHLIA — nepuHykneapHbie AHLIA,
MI10 — muenonepokcudasa, MINO-AHLIA — AHLIA k muenonepokcudase
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* OJBIIIKY CMENIAHHOTO XapakTepa, BO3HHUKAIOIIYIO
TIPH TTOJTheM€ Ha OJIMH JIECTHUYHBIHN MPOJIET;

* DIHU30bI YYAIIEHHOTO CepAIeOneHMIS;

* cHuxeHue Beca Ha 10 kr ¢ uronst 2021 roga nmo mapr
2022r., Ip¥ 5TOM YMEHBIIIEHWE alllIeTUTa HE OTMEYAET.
Anamnes 3abonesanus. Cuauraercs ceds O00Jb-

HBIM ¢ ceHTsa0ps 2021 roma, xorma Ha (OHE IMOJIHOTO

Onarormoirydrsi cTajl OTMe4arh MEePUOAMYECKH TOSBIS-

IOLIUKCA OTEK JIEBOM TOJIEHU U CTOIIBI, COIPOBOXKAA0-

muiics 60IbI0 TIPU XOAb0E, U TIETEXHAIBHYIO CIMBHYIO

chIttb. [Ipu OTCYTCTBUY JIeKapCTBEHHON TepaIiy BHICHI-

MaHUs Pa3pelmiinch CaMOCTOSATENBHO dYepe3 3 mHd,

a Ooib 1 oTek rosieHu — yepe3 7 mpHel. [Ipu amOymartop-

HOM OOCJIEJOBaHWHU B KIIMHUYECKOM aHAJIN3€ KPOBH OT

22.10.2021 r. oTMeUeHa aHEMUS JIETKOH CTeIeH! (TeMo-

mo6uH 127 r/m), tpomboriros 508x 10°/11, a Takke ycKo-

peane COD mo 80 mMm/4. B OMOXMMHYECKOM aHAII3E
kpoBu oT 22.10.2021 r.: nossiienne C-peakTUBHOTO
oenka (CPB) — 22,1 mr/n, ypoBeHb KpeaTHHHHA COCTa-

Bui1 61 mxMouts/i1, CK® CKD-EPI=109 mur/mun/1,73M>.

OcranpHbIe 1a00paTOPHEIE ITOKA3aTe N OBUTH B MpEIe-

nax pedepencHsXx 3HaYeHHWH. [Ipm peHTreHOrpadmu

JIEBOTO TOJIEGHOCTOITHOTO CYCTaBa BBIABIICHBI MPHU3HAKU

octeoaptpo3a I ct. Ha ¢one mpoBemaeHHOU Tepamnuu

HIIBC B Teuenne Mecsitia 00J1eBOH, OTCUHBIN CHHIPOMEI,

a TaKXkKe BBICHIIAHUS B OOJIACTH TOJEHOCTOITHOTO

cycraBa He pernuauBupoBand. [Ipu camocTosTensHOM

ITOBTOPHOM 0OCIICIOBAaHUH Ha ()OHE IOJHOTO OJIaroro-

myqus B Hosiope 2021 r. B 001iem aHaan3e KpOBH BHOBb

OTMEYEHO HAJINYKe aHEeMHH JIETKOH CTereHu (TeMOTIIo-

o6un 118 r/m), Tpombomuro3a 435x10%1m, yckopenue

CO3 79 mMm/4. B 0o0miemM aHanm3e MOYH BIIEPBBIC BBISB-

JIEHa MUKPOIeMaTypus: S3pUTPOLUTHI 13 KIETOK B MOJE

3peHusl.

C 12.12.2021 r. cran oTMedaTh MOSIBICHUE Kalllis
C OT/AETICHHEM CJIHM3UCTON MOKPOTHI, KPOBOXapKaHbBE.
B mocnenmyromue Tpu Hemenn COCTOSHHE IIPOTpec-
CUBHO yXYIAIIAJIOCh, OECIIOKOMITH: BBIpasKEHHAs 001Ias
C1ab0CTh, MOBBIIMICHUE TEMITEPATYPHI 10 (HeOPUITBHBIX
uudp, OOBIIIKA MPU TOABEME Ha OIUH JIECTHUYHBINA
MPOJIET, TAK)KE COXPAHSIIUCH Kallellb C OTACICHHEM
MOKPOTHI M KPOBOXapKaHbBE.

C 07.01 mo 26.01.2022 roga Haxogwics Ha CTalu-
OHApHOM JICYCHHH C JWArHOCTHYECKHM TIpeCTaBe-
HHUEM O TSDKEJIIOM TEYEHUU HOBOM KOPOHABUPYCHOU
nHpekmmun COVID-19. B 3akimodeHUN MYJIBTHCITH-
paNbHOIl KOMITBIOTEPHOW TOMOrpaduy OpraHOB TPYI-
voit xietkn (MCKT OI'K) ¢ koHTpacTHpoBaHHEM OT
07.01.2022 r.: kapTMHa NOJUCErMEHTAPHON ABYCTO-
pOHHEH BHPYCHOM NHEBMOHWH, OOBEM TMOpaKEHUS
68% (KT3), nByCTOpOHHUI THAPOTOPAKC HEOOIBIIIOTO
obbema (14 MM cripaBa, 45 MM ciieBa), BHyTpUTpYIHAS

maMmpanenonarus. [pudem anamus [P xa COVID-19
ot 08.01.2022 1. OBIT OTpHUIIATENEHBIM. B KITHHIYECKOM
aHaJM3e KPOBH OTMEYaJIOCh MPOTPECCUPOBAHNE aHEMHHU
IO TSDKEJION cTerreHn (TeMOoTIo0uH 56 1/11), B OMOXUMHU-
YECKOM aHaJIu3€ KPOBU HapacTaHue KpeaTuHuHa 10 136
MrMoib/1 (CK® CKD-EPI=53 m/mun/1,73m%) u CPB
1o 213,3 mr/m.

Bo Bpems rocruTanuzanuy y naieHTa OTMedainch
0011 B 001aCTH JIEBOI BEPXHEUCITIOCTHOM MTAa3yXH, THOM-
HBI€ BBIJIENIEHUS. bbUT THarHoCTUPOBaH JIEBOCTOPOHHHUN
BEPXHEUEITIOCTHON PHUHOCHUHYCHUT, BBITIONHAJIACH ITyHK-
Lus JeBOM railMOpoBOM Ma3yxH, 3BaKyUPOBAaHO THOMI-
HOE COJIEPIKUMOE.

[Ipu KOHTPOILHOM OIlEHKE JTA0OPATOPHBIX aHAIH30B
Ha MOMEHT BBIITMCKHA OTMEYAJIOCh CHMKCHHE YPOBHS
CPb no 8,9 mr/m, kxpearnannaa 10 114 mrmoins/n (CK®
CKD-EPI=65 wur/mun/1,73M%), B 0OLIEM aHaJM3€e
MOYH COXpaHsJIach MHKporemMarypus (3purpouutsl 80
B IL.3D.).

C mawama ¢espans 2022 1. crag BHOBb OTMEYaTh
MOBBILLICHHE TeMmIieparypbl Tena 1o 39,0°C, npeumy-
IIECTBEHHO B BEUYEpHEE BPEMs, IMOSBICHUE MUTPHUPY-
fonmx OoJiel B CycTaBaX, CHIDKEHHE Cllyxa CIIpaBa,
COXPaHSINCh KPOBSHUCTBHIE BBIJECIIEHUS W3 HOCOBBIX
XOIIOB ¢ 00pa30BaHUEM KPOBSHBIX KOPOK B IOJIOCTH
Hoca. Kpome TorO, B TeueHme (eBpans orMedasr 2
SMHM30/Ia TIOSABJICHUS OTEYHOCTH JICBOU TOJICHH M CTOIIBI
CO CIIMBHOW METEXUAIBHOMN CHINbIO, IPOXOIAIIUE CAMO-
crosrensHo. B Mapre 2022 1. mpu amOyaropHOM obpa-
mennn namuenTa B AO “KapmumoKnnanka” B CBSI3H
C ONBIMKOH OBIIO 00palieHO BHUMaHUE Ha CHCTEM-
HOCTP IIPOSIBIIEHUH arpeCcCUBHO MPOTEKAOIIETO 3a00J1e-
BaHUS U MPOBEJIEHO KOMILIEKCHOE 0OcnenoBanue. Torma
K€ B KIMHHYEeCKOM aHamm3e KpoBu (15.03.2022 1)
oTMedasaach aHEMUS TSHKEIION cTerneHu (reMoTToOnH 66
/1), TpombormTo3 783%10'%/11, yckopenue COD 1o 61
MM/4 U OTCyTCTBHE 303uHO(mmnu. B obmem aHammze
MOYHM — yMEpeHHas MpoTenHypus 1,5 1/1, MUKporema-
Typust (3puTporUTHl — 85 KII/B 1.3p). CyTOouHas morepst
Oenka cocrapmsia 2,3 T. B cyTku. OOparmano Ha cels
BHHMaHWE ITOBEIICHHE 0cTpodazoporo mokazarens CPb
75 mr/n, a Takxe mpokansnutornHa 0,87 ar/mr (N 0.0 —
0.07). BeimotHeH *UMMYHOJIOTHYECKUI CKPUHUHT: OTMe-
4yeHo 3HauuMoe rnosbiieHrue Tutpa AHIIA ¢ nurornas-
MaTH4eCKAM THTIOM cBedeHus 10 640 (N <40), anTutena
k neycrmpansHoil JIHK (AT x ac/IHK), anturtena (AT)
K TKaHEBOM TpaHcTITyTaMuHa3e Ig A — He 0OHapYKEHBI,
anTunykiaeapaeiid pakrop (AH®D) 1:640 (N 1:160), AT
K 0a3anbHOM MeMmOpaHe KiyOodka HE OOHApYKEHBI.
[Ipu sxokapauorpadum (DxoKI) or 17.03.2022
BBISBIICHO YTOJIIEHUE Tepukapaa (rmepukapaut?) Oe3
BbIIIOTA B ero nojoctu. KT nmpumaTtoyHsix nmaszyx Hoca

959




JIEYEHUE 1 MPOPUITIAKTUKA / Tom 12 - N2 4 - 2022

Puc. 1. Muxpogpomoepamma. Ouazosvie npusnaxu
MUKDPOBACKYIUMA C IUKOYUMAPHBIMU UHDUILMPAMAMU

6 NEPUMYOYISIPHBIX MUKPOCOCYOAX U UHMEPCMUYUL

(benas cmpenka). Ymepennulil unmepcmuyuaibHulil uopos.
Oxpacka PAS. Yeeruuenue *x400

U BUCOUHBIX kocTel or 18.03.2022 r. : kapTuHa yTOII-
MIEHUS CIIM3UCTON 00OJIOUKH JICBOW BEPXHEUETIOCTHOM
Ma3yXy U eIUHUIHON KIETKH PelIeTdaToro JabupuHTa
crpaBa. [Ipu3HaKy PaBOCTOPOHHETO CPENHEro OTHUTA,
aJIT€3WBHOTO JIEBOCTOPOHHETO CPEHETO OTHUTA.

MCKT OI'K or 18.03.2022 r.: mpu3HaKH IBYCTO-
POHHUX MHTEPCTUIIMANBHBIX U3MEHEHHH JIeTKuX (Bepo-
SITHO, TIOCTKOBUHOTO TeHe3a). bporxuomut B S6 060mx
serkux. Ouar S6 npaBoro JIErKOro, BEpOsITHO HECHEll-
n(dugecKoro reHesa.

29.03.2022 1. mamuWeHT OBLI TOCIHTAIU3HPOBAH
B Kapmuopemarojorndeckoe otaenenune [ICIIGIMY
uMm. akan. W.II. IlaBmoBa anms mooOciemoBaHus, ycTa-
HOBIICHUS TMAarHO3a ¥ Ha3HAYCHUS TePaIiH.

Puc. 2. Muxpogomoepamma. @ubposHoe nonynyHue Kancyivl
Boymena co coasnenuem kanuniapuvix nemens 2nomepyivl
(6enaa cmpenka). Oxkpacka PAS. Yeenuuenue x400
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Anamnes srcusHy maneHTa 0e3 0COOCHHOCTEH.

Ilpu obvexmuenom uccredosanuu 00IIEEe COCTO-
sSHUE yaoBleTBopuTenbHOe. llomokeHnme B mocTenw
aktuBHOoe. Co3HaHWE SCHOE, B KOHTAaKT BCTyMaeT
JIETKO, TIAMATh HE CHIKEHA. DMOITMOHAIHHO CTAOMIIEH.
Tenocnoxxenue HopmocTeHudeckoe. Poct 178 cMm, Bec
63 xr, UMT 19,88 xr/m?, okpykHOCTH Tanmuu 80 cM.
KoyxHbIe TTOKPOBBI M BUIIUMBIC CIIM3UCTHIE OleTHbIE, Ha
KOXX€ B OOJIaCTH TOJICHOCTOITHBIX CYCTaBOB — OCTaTO4-
HBIC SIBJICHUA YK3aHTeMbl. OTEKOB HET.

[Ipu uccnenoBaHUM CEPACUHO-COCYIUCTON CUCTEMBI
nyasc 100 B 1 MHUH, PUTMHYHBIHA, CUMMETPUYHBIM,
VIAOBJIETBOPUTEIHHOTO HATIOJHEHUS U HANIPsDKeHUs. Al
100/60 mm.pT.cT Ha 00eux pykax. ToHBI cepania puTMu-
HBIC, COOTHOIIIEHHE TOHOB HE M3MEHEHO, ITyMOB HET.
JpIxarenbHas cucTeMa: 4acToTa JBIXaTeNbHBIX JIBHIKE-
HUi 16 B MUHYTY, FOJI0COBOE JAPOKaHUE HE U3MEHEHO,
MEPKYTOPHBIN 3BYK SICHBIN JIETOYHBIH, ayCKYJIbTaTUBHO
IIBIXaHWE JKECTKOE, MPOBOAMWTCS PABHOMEPHO BO BCE
OTJIeIbI, XPUIIOB, Kpenutanuu HeT. [Ipu uccnenoBannn
OpraHOB THINEBAPUTEIHHON CHCTEMBI OO0paIago Ha
ce0s BHIMAaHWE YBEJIIMYCHNE BEPXHETO Kpas MIEYeHN Ha
2 cM, HWOKHUI Kpall Ie4eHH NpU MEPKYCCUU HA YPOBHE
pebepHOll Oyru, B OCTalbHOM 0e3 ocoOeHHOCTEH.
MoueBblieTUTeNbHAS CHCTEMA: TOYKH HE TallbIUpy-
I0TCS, TIOKOJIAYMBAHNE TI0 TIOSICHUIIE 0e300J1e3HEHHO.

[Ipu crammoHapHOM O0O0CIIEIOBaHUH B KIIMHUYE-
CKOM aHaJIM3e KPOBH Y MAIMEHTa COXPaHsIach aHEMUS
CpemHel CTEIeH! TsHKECTH (TeMOTIo0uH 77 T/71), TpOM-
6orro3 649x10%71, yckopenne COD mo 68 mMm/dac.
B oOmem ananm3e MOYM OTMEYallaCh HE3HAYUTEIh-
Has npoteunypus 0,715 r/m, mukporemarypus 18-20
SPUTPOLUTOB B I1.3p. B OMOXMMUYECKOM aHaIH3e KPOBH
O0TMEYAJIOCHh 3HAYMMOE TOBBIIICHUE KpeaTHHUHA 110 232
MrMOJIE/1 (CK® CKD-EPI 28 min/mun/1,73m?), Moue-
BuHHBI 10 10,1 mMoine/n, CPb mo 86,46 mr/mi, dbeppu-
tiHA 70 296,5 Mkr/n. CyTo4Has MpOTEHHYpPHUS COCTa-
Buia 1,44 t/cyt. Taxke momydeHsl pe3ynsratel MDA,
ormedeHo noBbimeHue AT k nporenHaze-3 g0 160.40
RU/ml (N <20.00), B To e BpeMs AT k MHEIOIIEPOK-
cunaze, LHMK, AT k Ga3anmpHOW MeMOpaHe KiIyOouka
(BMK) — B ipenenax pedepeHCHBIX 3HAUCHU.

[larmenT ocmoTpeH HedpoIoroM, pPEKOMEH[0-
BaHa HEPPOOHWOIICHS I OINpEeHeicHUs MaabHEHIIeH
TaKTUKA UMMYHOCYIIPECCHBHOM Teparuu U yTOUHEHHS
nmodeqHoro nporrosa. 04.04.2022 r. BeImosiHeHa Hedpo-
omornicus. Pe3ynbrars! rcciae1oBaHus MIPEICTaBICHBI Ha
puc. 1-4.

3axnouenue  negppobuoncuu:  HWccnemosano 4
kiryOouka. [latomopgonmorudecks ITOKyMEHTHPYETCs
narTepH (OKAIbHO-CErMEHTapPHOTO ITIOMEPYIOCKIEpO3a
(OCI'C) xkIyOOYKOB — KIACCUIECCKUI (ITO3AHSASL CTAIH)
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Ha (OHE HE3HAYUTEILHOTO Hepockiiepo3a. YIUTHIBAS
IpyTHe JaHHBIE MaToMOPQOIOTHH (TMOMYIYHHS, MMOCT-
HEKPOTHYECKUI XapakTep ckiiepo3a) u gaHasle UM
CKJIQ/IbIBACTCSA TIPENICTABICHWE O BTOPUYHOM TeHE3e
MaTOJIOTUYECKOTO  Tporecca. Hemp3s  HCKITIOYHTH
(hopMupoBaHHE TaHHOTO MATTEPHA KaK MCXOAA HEKPO-
TU3WPYIOUIETO BacKylUTa TpH IJIoMepyiaoHedpure
C TIONYAYHUSMHU Ha (JOHE NMMYHOKOMIUIEKCHOTO MaTo-
JIOTUYECKOTO TpoIiecca.

11.04.2022 . OCMOTPEH OTOPUHOJAPUHTOJIOTOM,
BBITIOJTHEHA OWOTICHSA CIIM3MCTOW OOOJOYKH IIOJIO-
CTH HOCa, B3ST OWONTAT C JIEBOW TOJOBHUHBI TOJIOCTH
HOCa C MEpeJIHer0 KOHIA HMXKHEH HOCOBOW PaKOBUHBI
(2 pparmenra).

[Ipn rucToNmOTHYECKOM WCCIEIOBAaHUH BBISBICHA
JIe30pTaHu3alns COSAMHNUTENBHON TKAaHU CTEHKH COCY-
JIOB BCEX KAJTMOPOB C IPENMYIIIECTBEHHBIM TOPAKEHHEM
MUKPOLIUPKYIATOpHOTO pycina. [lpum stom Hambonee

Puc. 3. Mukpoghomoepamma. Jlobynapuwiil (3amecmumensolii)
cecMeHmMAapHblll CKepo3 Kanuiiap 2iomepyi (benas cmpenka).
Oxpacka no Maccony. Yeenuuenue x400

A

=

Puc. 4. Muxkpogomoepamma. Omnodxcenue pubpurnozena 6 30Hax HeKpo3a KanuiispHulx nemeiwv (A) u kancyne boymena (b) —
benvie cmpenku. [lpamas ummyrnognyopecyenyus (MM®) ¢ aumumenamu k Fibrinigen- FITC. Yeenuuenue %400

BBIp@XCHHBIE N3MEHEHHsI HAOIOIANCh BO BHYTPEHHEH
Y Hapy>XKHOW 000JI0YKaX COCYIIOB C y4acTKaMH TOMO-
TeHHU3alliY, YTO MPUBOANT K MX YTOJIICHUIO U yTpare
YETKOCTH TPaHUIl. DHAOTEIHAIGHBIE KIETKH YBEJH-
YeHbl B pa3Mepe, HaOyXIIue, 4acTb W3 HUX BaKyOJIH-
3WPOBAHBI, €MUHUYHBIE U3 HUX OTTOPIIUCH B MPOCBET
cocyma (puc. 5).

BrISBISIIMCE YYaCTKH C aHTHOMATO30M, IIPH 3TOM
Hapy>KHbIE TPAHUIIBI MEITKAX COCYI0B OBIJIN JIOCTATOYHO
OTYETIIMBHI, & MAaKCUMaJbHO BBIPAKEHHBIC M3MEHEHUS
HaOJIFOIaICh BO BHYTPEHHEH 000JI0UKE ¢ HEpaBHOMEP-
HBbIM HaOyXaHHEM U JeCTPyKIuer cTeHkn. Berpeuannch
OeccTpyKTypHBIE O9ard M MeCTaMt PacCIOeHUe CTEHKU
COCYZIOB, YTO OTpa)xkaJio TIIyOOKYIO JEe30pPTaHU3aINI0
COCTMHUTEIHLHON TKaHHW C pa3BUTHEM (HOPHHOUITHOTO
HaOyXaHUS W HEKpo3a. DHAOTEITHOLUTHl YBEITUYEHBI

Puc. 5. Jlesopeanusayusa cmenku cocyooe ¢ ympamoti
uemKoCmu epanuy, Habyxamue u aKyonU3ayusl
9HOOMENUOYUMO8 (OKPACKA 2eMAMOKCUTIUHOM

u 203unom) *360
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Puc. 6. Bocnarumenvnoiii unguivmpam é cmenke cocyoos
u oKkpydrcaroweli cmpome (OKpacKka 2emamoKCuiuHom
u 203unom) *x360

B pasMepe, THUIEPXPOMHBI, YACTHYHO CIYIICHBI.
B MecTax ¢ HAUOOBIINM CKOTUICHHEM MEITKUX COCYIIOB
oTMevasach HHPUIBTPAIUS CTEHKH COCYIOB U CTPOMBI
muMdoruTaMu, MakpodaraMu, eIUHUIHBIMA HEUTPO-
¢dbunamu 1 303uHODHUIAMU (pHC. 6).

OTMe"aeTcst HaTnIue HEUTPODHITHHBIX JICHKOIIUTOB,
HaXosANMXcss B (haze KPacBOro CTOSHUS B NPOCBETE

cocyia, a TaKkKe, WHQUIBTPHPYIOIIUX  CTCHKY
cocyna (puc. 7)
[IpoBeieHHOE  THUCTOJNIOTHYECKOE  HCCIEIOBAHUC

BBISIBWIIO U3MEHEHHS B CIM3UCTONH 000JI0YKE BEpXHe-
YENIOCTHOW Ta3yXH, TMPOSBISIONINECS IOSBICHUEM
BOCHAINTENEHOTO CMEINIAaHHOTO HWHQWIBTpaTa IpeH-
MYIIIECTBEHHO B CTEHKE COCY/IOB MEJKOTO M CPEIHETO
kannoOpa. JlOMHHUpYIOUIMMH KJIETKaMH B WHOWIb-
Tpare ObUTH TUMQOUUTHI U Makpodaru, XoTs B y4acT-
Kax ¢ Tponru(epupyomUMH COCYJaMH  BBIABIISUINCH
MHOTOYHCJICHHbIE HEUTPO(IIIBI, B OCHOBHOM, B CTEHKE
MEJIKUX COCY/IOB.

Taxum 06pa3oM, ¢ y4eTOM KITMHUYECKIX MPOSBICHHIA,
MOJIOKUTEIILHOrO pe3yiapTrara aHanu3a Ha [Ip3-AHIIA,
MOP(HOJIOTHYECKH BBIABICHHOTO BACKYIHUTa COCYIOB
MEJIKOTO KaynmOpa, JaHHBIX HE(HPOOHOIICHH, COTTIACHO

Puc. 7. Helimpogunvusie netikoyumsi 8 npocéeme u cmeHke
€oCy008 (OKpacka 2emMamoxCUuIuHom u 303urnom) x400
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kputepusm  ACR/EULAR
muarno3 I'TIA.

CormacHO WHAEKCY aKTHBHOCTH BackynuTa BVAS
nMeetcs 25 6amioB u3 63. [Ipu oreHke MOTEHITHATBHO
HEeOOpaTUMBIX TIOPKEHUH BHYTPEHHHUX OPraHOB,
COXPaHSIOUINXCS Ha MPOTSHKEHUH 6 MECAIEB, COTIIACHO
nuaexcy VDA, nomyden 3 Ganna (IepuKapIuT, mopaxe-
HUE TI0YEeK, OpraHa CiryXa).

Ha ocHOBaHMM TONYyYE€HHBIX NAaHHBIX YCTAHOBIICH
3aKTIOYUTENHHBIN THAarHO3:

OCHOBHOWM: I'panynemMaro3 ¢ MHOIHAHTHHTOM,
AHIIA-o3utuBHBIH  (aHTHIIP3+), ¢ mopakeHHEeM
JIOP-opranoB (1IpaBoCTOPOHHUI SKCCYTaTUBHBIN CPel-
HUM OTHUT, JJEBOCTOPOHHUI aAre3UBHBIA CPEIHUN OTHT,
CMeNIaHHasi TYroyXocTb), To4eK ((hoKaTbHO-HEKPO-
TU3HAPYIOUIMH  TJIOMEPYJIOHEDPUT C  TOMYITyHUSIMH,
BropudHbid PCI'C (kmaccHYeCKHid, TTO3THASA CTAIM),
HE3HAUNTEIbHBIN  HEPOCKIEpo3, OBICTpoIporpec-
cupyromuid Hedputndeckuit cuaapom ot 11.2021 1),
JIETKHX (BYCTOPOHHUE HHTEPCTUIINATEHBIE U3MEHEHHS
B JIETKHUX ), BEICOKasi akTUBHOCTH BVAS 25/63, VDI 3.

OCJIOXKHEHUE: AnemMus XpOHHYECKOIO BOCIa-
JIEHUs, CPEeIHEN CTENEeHU TSHKECTH — JIETKOM CTEleHU
TsDKECTH. XpoHUYecKkas 0oie3Hb mouek C3aA4.

YuuteBas ycTaHOBIEHHYIO (opMmy 3aboieBaHws,
WHUIUHPOBAHA  MYJIbC-TEPANUsl  METHIIPETHNU30II0-
HOoM B 03¢ 1000 mr Ne3 ¢ mocieAyrolumM nepexoaoM
Ha TIepOpajbHBI TNpHEM, B KadecTBE ITUTOCTaTHYe-
CKOW Tepamuy HazHa4deH muKIodochamMum B pekuMe
CYCLOPS. C HedpomnpoTeKTUBHON MENbI0 Ha3HAYCH
nAIlD (mepuHIONPHI B 103€ 2,5 MT).

Ha ¢one medenuss ormMedanach IONOXKUTEIbHAS
MUHAMHKA: TIOBBIIEHHWE YPOBHA TeMOIVIOOMHA [0
103 /0, ymyumenne GyHKIwH modek (KpearnHuH 132
MkMoie/11, CK® CKD-EPI 56 mi/mun/1,73m?), HopMa-
JU3anns MapKepoB BocmanuTenapbHoro cuaapoMa (CPb
2,6 mr/im). B manmpHeiIeM manweHT OBLI BBIMHCAH Ha
amMOyJIaTOpHOE JIeYEHHE C PEKOMEHIAIUSMH TIPOIO-
KUTh WMMYHOCYIIPECCHBHYIO TEpaInio TPEeIHU30-
JIOHOM, a TaKXKe €XKEMECSYHOW TOCTHUTAIU3AIUN IS
MIPOBEJICHHUS COTPOBOAUTENBHON Tepanuu MUKIohOoC-
(hamumom. B Hacrosmiee Bpemsl TAIEHT YyBCTBYET
cebs yIOBIETBOPHUTEIHHO, OTMEYEHa KIMHHYECKas
cTabunu3anysi B BUJE OTCYTCTBHS JIMXOPAIKH, BBHICHI-
MMaHuil, CyCTaBHOTO CHHIPOMa, CHMIITOMOB pPWHUTA,
perpeccust TyTOyXOCTH.

3axnouenue. Ha mnpumepe ONMUCAHHOTO KIWHU-
YECKOTO Cllydas, a TaKkKe NpU aHAIM3€ JUTEeparypsl
MOXKHO yOemuThest B ToM, uTo ['TIA pmarHocTmpyercs
JIOBOJIGHO TIO3/IHO, B CBSI3M C TE€M, YTO KIIMHHUYECKAS
KapTHMHAa Ha paHHMWX dJTamax 3a0oJjeBaHUs HE CIeIH-
(muna. J{71s TMarHOCTHKH U CBOEBPEMEHHOTO JICYCHUS

(2022) moaTBepKICH
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I'TIA HeoOXomuM MYIBTUAVCIHUILIMHAPHBIA TOAXO/
C y4acTHeM peBMaToyora, Hedpoyora, OTOPHHOIAPUH-
roJyiora, IyJIbMOHOJIOTa U TepareBTa. B maHHOM ciydae
npeacTaBiieHa renepanm3oBandas Gopma I'TIA ¢ mopa-
JKEHHEM HE TOJIbKO BEPXHHUX JbIXaTeJIbHBIX MyTeH, HO
W KOXH, Jerkhx, modek. CpemHsis TpPOIOIKHUTEIb-
HOCTh JKM3HH y TAIIMEHTOB Oe3 Ha3HaueHWs Teparuu
cocTapiseT 5 Mecsues. IIpu orcyrerBun euenus I'TIA
SIBIISIETCS JIETATBHBIM 3a00JIeBaHUEM, OJTHAKO CBOEBpe-
MEHHas Tepanus CIIOCOOCTBYET YBEIMYCHHUIO BBDKUBA-
€MOCTH, BOSHUKHOBEHHUIO pemuccuu 6onee yeM y 90%
nmarueHToB. TakuM 00pa3oM, TOYHAS U PaHHSS TUATrHO-
ctuka [TIA wumeeT NEpPBOCTENEHHOE 3HAUYCHHUE IS
VIAY4IIEHNs MPOTHO3a W YIIyYIIeHHWS Ka4ecTBa KU3HU
manueHToB [1,2, 6, 10].
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