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lpaHynemaTo3 ¢ nonnaHrumTom (rpaHynematos BereHepa, [TIA) — 3To pefkoe 3aboneBaHvie HeYCTaHOBIEHHON 3TUONOMUN
C NONIMOPTraHHbIMY NOPAXKEHNAMU, XapaKTEPU3YIOLLEeCA Pa3BUTVEM HEKPOTU3MPYIOLLEro rpaHyIeMaTO3HOMo BOCMANEHNA 1
npr3HakamMu BacKynuTa ayToUMMYHHOIO reHe3a, MopaatoLero npermyLecTBEHHO COCybl Manoro 1 cpeaHero Kanubpa.
B npuBeAEHHOM KNMHMYECKOM Cilyyae y naureHTa OTMeYaeTca Krnaccmyeckas Tpraga CUMNTOMOB (MOpaXkeHe BepPXHUX
[blXaTeNbHbIX MyTeln, NErknx, NoYeK), AMarHo3 nogTeepKAéH mopdonornyeckn. Ocob6eHHOCTbIO ONMCAHHOTO KIMHNYECKOTro
Cnyyan ABNAETCA ero pefKasa pacnpoCcTPaHEHHOCTb, C/IOXHOCTb B MOCTAaHOBKE AMarHo3a B CBA3M C MNOIMOPraHHOCTbIO NO-
pa)keHus, OTCYyTCTBMEM cneuundryecknx nprsHakos B Aebrote 3aboneBaHus, 4to noTpebosano nposeaeHns anuddepeHum-
anbHOro AnarHosa. PaHHee onpefeneHie aHTUHENTPODUIbHbIX LUToMna3maTmyeckux aHtuten (AHLIA) B KpoBY NoBblllaeT
yacToTy guarHocTuku [T1A, a cBoeBpeMeHHoe yCTaHOBEeHWE AnarHo3a NO3BONAET Kak MOXKHO paHblle Ha3HaunNTb Tepanuio
N n36exaTtb MHBaNMAN3aLUMM NaLNeHTOB.

Knioueavie cnosa: rpaHynemaTos C NoIMaHrMNTOM, aHTVIHeVITpOd)VIHbeIe yutonnasmatTniyeckme aHtuTena (AHLlA), CNCTEMHbIE BaCKYJTUTbI.

Ana yntuposaHua: bapaHosa tO.P, PomaHosa U.A., Crewerko P.H., MenexuHa U.0., HukutnHa H.M., Kaponu H.A. Ipanynemato3s Bere-
Hepa: TPYAHOCTY ANarHOCTUKM 1 neverna. KOxHo-Pocculickuli xypHan mepanesmuyeckot npakmuku. 2023;4(4):95-100. DOI: 10.21886/2712-
8156-2023-4-4-95-100.

KoHTtakTHOe nuuo: Kaponu HuHa AHaTonbeBHa, nina.karoli.73@gmail.com.

WEGENER’S GRANULOMATOSIS: DIFFICULTIES IN DIAGNOSIS AND
TREATMENT

Y.R. Baranova', I.A. Romanova? R.N. Steshenko’, I.F. Melehina’, N.M. Nikitina?, N.A. Karoli?

IState Health Institution “Regional Clinical Hospital’, Saratov, Russia
2V.I. Razumovsky Saratov State Medical University, Ministry of Health of Russia

Granulomatosis with polyangiitis (Wegener’s granulomatosis, GPA) is a rare disease of unknown etiology with multiple
organ lesions, characterized by the development of necrotizing granulomatous inflammation and signs of autoimmune
vasculitis, predominantly affecting small and medium-sized vessels. In the above clinical case, the patient has a classic triad
of symptoms (damage to the upper respiratory tract, lungs, kidneys), the diagnosis was confirmed morphologically. The
peculiarity of the described clinical case is its rare prevalence, the difficulty in making a diagnosis due to the multiorganism
of the lesion, the absence of specific signs at the onset of the disease, which required a differential diagnosis. Early detection
of antineutrophil cytoplasmic antibodies (ANCA) in the blood increases the frequency of GPA diagnosis, and timely diagnosis
allows prescribing therapy as soon as possible and avoiding disability in patients.
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B 30-x rogax npouuioro crojeTuss HeMeukuid  [1]. BnocaegctBuu Tpuaja 6bla Ha3BaHa rpaHy-
naroJor Friedrich Wegener o6'beuHuU B TpUasly  JieMaTo30M BereHepa, a no3jiHee — rpaHyJ/eMa-
rpaHy/1IeMaTO3HbIA BACKYJUT BEPXHUX U HUKHHUX  TO30M C nosuaHruutom (I'TI1A). I'TIA — ruraHTo-
JbIXaTeJbHbIX NyTeH, CUCTEMHBIM BaCKYJIUT U JIO-  KJIETOUHBIHA I'PaHy/J€MaTO3HO-HEKPOTHU3UPYIOI NI
KaJIbHbI HEKPOTHU3UPYIOIIHUHN TJIOMEPYJOHEPPUT  BACKYJIMT, aCCOIITMUPOBAHHBINA C BBIPAGOTKOU
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ayTOaHTUTeJ (aHTUTeJ K LIUTON/Ja3Me HEUTpPO-
$UI0B) U XapaKTepU3yIOLIMNACS COUeTaHHbBIM BOC-
HaJUTeJbHbIM NOPaKEHUEM HECKOJbKUX OPraHOB
(uamie Bcero BEpXHHUX AbIXaTeJbHbIX MyTEH, opra-
HOB 3pEHUs U CJIyXa, JIETKUX U novek) [2]. OTHO-
cutcea K rpynne AHIJA-accoquupoBaHHBIX CUCTEM-
HbIX BacyauToB [3]. AHJA (aHTUHEUTpOPUIbHbIE
LUTOIJIa3MaTHYeCKUe aHTUTeNa) — CeMeNCTBO
aHTUTEJI, HallpaBJIEeHHbIX IPOTUB KOMIIOHEHTOB
MePBUYHBIX FPAHYJI UTOIJIa3Mbl HEUTpodU-
JIOB 1 MOHOLIMTOB, KOTOpPbIE KJACCUPULUPYIOTCA
M0 TUIY CBEYEHUs NPH pPeaKL MU HENPSIMOU UM-
MyHoJJII0OpeclieHI M. B HacTosllee BpeMs 3TH-
osioruda I'lIA HensBecTHa, npejloJaraeTcs CBA3b
Havasia 60J1e3HU C Bo3JeicTBUeM HHDEKIIMOHHOTO
areHTa. [laToreHes 3a6oJieBaHUs CBSI3aH C Pa3BU-
THUEM pacHpoCTPAaHEHHOIO BOCNAJIEHUA MEJIKUX
COCYZ0B U OJJHOBpEMEHHBIM GOPMHUPOBAHUEM IIe-
PUBACKyJsSIpHbIX U 3KCTpaBa3aJibHbIX IPaHy/ieM
MakpodarajbHOro TuIa ¢ KJeTkaMu JlaHrxaHca B
MOpaXKeHHbIX OpraHax U TKaHax [2]. [TIA — pen-
Koe 3a60JieBaHUe, ero pacnpoCTPaHEHHOCTD B I10-
NyJasiliuu cocTaBiseT 25-60 Ha 1 MJIH YeJlOBeK,
3abosieBaeMocTb — 3-12 Ha 1 muH. [Iuk 3a60-
JIeBaeMOCTH NMPUXOAUTCS Ha YeTBEpPTOe U NAToe
JleCATUJIeTHS, MY>KYUHBI U )KEeHUUHbI 60JIEI0T C
OJIMHAKOBOM 4acTOTOM.

HecMoTps Ha TO, YTO KJIMHUKO-PEHTTEHOJIO-
rudyeckue npogasaeHud ['TIA focTaTOYHO MWHUPOKO
OCBelleHbl B Ny6JIMKalUsX, IPU JUArCHOCTHUKE
JlaHHOT'0 3a60JIeBaHUS BO3HUKAeT HEMAJIO TPYA-
HOCTEeH, UTO CBSI3aHO C OTCYTCTBUEM y Bpayel Ha-
CTOPO’KEHHOCTH B OTHOLIEHUHW PA3BUTHUS JAaHHOTO
3abosieBanud. [ I'TMA cBoiicTBeHHa Tpuaza Mmo-
pakeHHs OPraHoB C BOBJIeYEeHUEM BEPXHUX Jibl-
xaTeJbHbIX nyTel (B/III), sierkux u novek [2,4,5].
Y nojaBJisitolero 60/bIIMHCTBA 60JIbHBIX (60Jiee
90%), pa3BUBaeTCs HEKPOTUIUPYIOILlee TpaHyJie-
MaTo3Hoe BocnasieHue B/IIl: A3BeHHO-HEeKpoTUYe-
CKHUM PUHUT, CHHYCHUT, IOPaXKeHHe OpraHa cjayxa,
BOBJIEYEHHUE TPaxeu U ropTaHu ¢ GopMUPOBaHUEM
MO/ CKJIaJJ0YHOU IrpaHyieMbl. Bo3aMoxxHa nepdo-
panys HOCOBOH meperopoaku ¢ opMUpoOBaHUEM
ceZJIOBUAHOHN AebopMaliiu HOCa, pa3BUTHE Ts-
JKEJIOTO JeCTPYKTUBHOTO MaHCUHYCUTA C pacnpo-
CTpaHeHHWEM I'paHy/JIeMaTO3HOU TKaHU B OPOUTY,
notepem ciayxa, CTeHO30M rOpTaHHU.

[TopaxkeHue nérkux (50-70%) xapakTepusy-
eTCsl HeKPOTU3UPYIOIUM IpaHyJieMaTO3HbIM BOC-
najeHueM, KOTOpoe NPy peHTreHorpaduyeckom
HCCIeIOBAaHUU OIpeJiesisieTCsl B BU/IE Y3JI0B UJIU
WHOUJIBTPATOB, CKJIOHHBIX K pacnaay u ¢popMu-
poBaHHI0 noJsiocTed. BecnokoUT KalleJsb, MHOTZA
Ha/|CaJiHblH, 60Jib B TPyAHON KJIETKE, KpOBOXapKa-
Hbe, O/1bIILIKA, B KAXK/JOM MSITOM CJly4ae MopakeHue
JIErKHUX NpoTeKaeT 6€CCUMNITOMHO, CO CKYAHOH
ayCKyJbTaTUBHOU KapTUHOM Jlaxke MPHU TIKETOM
nopakeHud. [Ipy KoMnblOTEPHOU TOMOrpaduu

96

opraHoB rpygHoi kiaeTku (KT OT'K) ormevaeTtcs
TaK>Xe BEHUYMK BOKPYT o4aroB UHOUAbTpPALUY,
CBsI3aHHBIN € nepudOoKaIbHBIM KPOBOU3JIUSIHUEM,
M3MeHeHUs TPaxeobpPOHXUATBHOTO JiepeBa B BU/Je
yTOJIILeHUsI CTEHKU U cTeHo3a (B 15-25% ciyya-
€B) Y BBINOT B IJIEBPaJbHY0 NOJOCTH [2].

[TopaxxeHue novek orMmevaetcsd y 80% nanueH-
TOB. Pa3BUMBAIOTCSA CUMIITOMBI U IPU3HAKU [JIOMe-
pysioHebpuTa. HacTo NpUCYTCTBYIOT U3MEHEHUS
MOYEBOT0 0CaZiKa U OBICTPOEe MOBbIIIEHUE YPOBHS
CBIBOPOTOYHOTO KpeaTHHHUHA. B peaysibTaTe MoryT
BO3HHUKATbh OTEKHU U THIEPTEH3US, YTPOKAIOLI[UH
>)KM3HHU GbICTPONPOrpeccCUpyOUIUN IJIOMepyJio-
HebpuT [2].

s TTIA pazpa6oTaHbl KJaaccuUKAIMOHHbBIE
KPUTEepUH, IPUHSATble AMEPUKAHCKOU KoJlleruei
peBMaToJsioroB B 1990 . [6]. Bcero npeaJioxxeHo
4 xpuTepusi: BOClaJieHUe Hoca UJIU MOJOCTH PTa,
pa3BuUTHUEe 60JIe3HEHHbIX UJIU 6e360/1e3HEHHbIX
s13B M0JIOCTH PTa, THOMHbIE UJIM reMopparuyeckue
BbIJIeJIeHUS U3 HOCA, TaTOoJIOTHYecKre U3MeHeHH s
B JIETKUX, BbISIBJIEHHbIE IPU PEHTTE€HOJIOTUYeCKOM
06cJieJOBAaHWUM, HaJIM4YKe MJIOTHBIX HHQUIbTpPA-
TOB WJIM NOJIOCTEN, U3MEHEHHE MOYEBOTO 0Ca/l-
Ka — MakporemaTypus (>5 apuUTpPOLUTOB B M0Je
3peHUs1) UM CKOINJIeHHEe 3pUTPOLUTOB, TpaHyJie-
MaTO3HOe BOCIMaJieHue NMPU GUOINCUU OPTAaHOB U
TKaHeH, rpaHyJieMaTO3HOe BOCNaJleHUe B CTEHKe
apTepui WM apTepUoJ U 06pa3oBaHue IpaHyJieM
B MEPUBACKYJISIPHBIX/3KCTPABACKYISIPHBIX 00J1a-
CTSIX.

Hanuyue AByX U 6oJiee KpUTEPUEB MO3BOJISIET
MOCTAaBUTh JUArHO3 C YyBCTBUTEJIbHOCTbIO 88% U
crienquGUIHOCTBIO 92 %.

[lnan o6cnenoBanus npu 'IIA Bko4aeT cie-
Jyoliee:

- 061MH aHa/Ju3 KpoBU (HOPMOXpPOMHasl aHe-
MUSI, TPOMOOIUTO3, yBeandeHrue COI);

- 06IUK aHa/IU3 MOYU (MUKpOreMaTypHus, npo-
TEUHYPUS);

- OMOXMMHUYECKUU aHaIM3 KPOBU (MOBBILIAET-
cs cofeprKaHue y-IJIo6y/IMHa, cepoMykoua, Gu-
O6pUHOreHa, ranTorjo6uHa, C-peakTUBHBIN GeJI0K
(CPB), npu nmopa>keHUH MOYEK YBEJMUUBAETCS
ypOBeHb KpeaTUHUHA, MOYEBHUHBI);

- KT rpyaHol KJIEeTKH U NPUIATOYHbBIX Ma3yX
HOCa;

- TecThl Ha BbIsiBeHHe AHIIA (aHTHUTeN K Npo-
TerHase-3 WU MUeJIoNlepoKCcHUAase);

- GUOoICHS NIOYEK, CIM3UCTOH MOJI0CTH HOCa.

JleueHue BKJIIOYaeT B cebs1 TPHU OCHOBHBIX
aTamna: UHAYKIUS peMuccuu (mojaBjieHUe aKTUB-
HOCTH 3a00JIeBaHUs), OAJepKaHue PEMUCCUH,
JieueHUe peliIUBOB.

[ MHAYKUMW PEeMUCCUY NPU NOPa*KeHUU
>)KU3HEHHO Ba)KHbIX OPraHOB Ha3Ha4alOTCs IJIIO-
kokoptukouas!l ('K) B coueTaHuu ¢ LUKJIO-
dochdamugom (BBOAUTCA BHYTPUBEHHO) HJIU
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reHHO-UH>XXeHepPHbIA 6GUOJIOTMYeCKUU aHTU-B-
KJIETOYHBIN NpenapaT puTykcumab [7]. JleueHue
nukjgopochaMuoM MOXKET NPOJOIKATHCS OT
3 10 12 MecsiueB. PUTykcuMab Ha3HA4YalOT MPU
HeNpepbIBHO peLUUBUPYIOLEM TEYEHUU BACKY-
JIMTa, Npy HeadpPeKTUBHOCTHU LUKIA0dpochamMua
WJIM IPOTUBONOKA3aHUAX K ero NpUMeHEeHU .
'K cHayaJsia IpUMeEHSI0T BHYTPUBEHHO B BU/JE
nyJabc-Tepanuu. OHa npeamnoJiaraeT BBeJeHUE
BBICOKHMX /103 MeTHJnpeaHu3oa0Ha (0,5-1 Mr/Kr
MaccChl TeJia) B TedeHUe TPEX AHeH. [locsie 3Toro
nepexossaT Ha TabjeTUpoBaHHYIO $opMy npemna-
paTa. [l HHAYKUUU PeMUCCUU Y 6OJIbHBIX Ge3
NOpaXKeHUsl )KU3HEHHO BaXKHBIX OPTaHOB MOKET
HCII0J1b30BAThCsI METOTPEKcaT (MIPU OTCYTCTBUHU
nopakeHus no4vek) B o3e 20-25 Mr B HeJleJsIt0
u modeTusa MUKodpeHosaT B 103e 1-2 T B JIeHb
B coyeTaHUHU ¢ TabseTupoBaHHbIMU ['K. [Ipu T4-
>)KEJIOM NMOpa)KeHUU NOoYeK JAJi COXPaHEeHUS UX
bGYHKIMU B flajibHENIIEM MOXKeT 6bITh IPUMEHEH
nyazamMadepes. B ciyyae He06X0AUMOCTH TpPaHC-
MJIAHTAl M TOYKU IPOBOAUTCS B MEPUOJ PEMUC-
cuu npu HU3KoM TuTpe AHLIA. B fanbHelinieM
3THUM 60JIbHBIM Ha3HAYalOT [JUKJOCIOPHUH A U MU-
kodeHoJ1aT MODETHII.

[ noaiep>kaHusl PEMUCCUU UCIIOJb3YIOTCS
Hu3kue f03bl 'K B coueTaHUu ¢ ofHUM U3 Ipe-
MapaToB: a3aTUONPUHOM, PUTYKCUMAG0OM, MUKO-
deHosiaTa MopeTus0M, MeToTpekcaToM. [locae
JOCTHXKEHMUS TTIOJIHOM KJIMHUKO-1ab0opaTOPHOM pe-
MUCCHUU AJUTEJbHOCTb IPOTHBOPELIUUBHOIO Jie-
YeHUs JI0/KHA COCTaBJATh He MeHee 24 MecsIeB.

Takxke o6cyx/aeTcss BONPOC Ha3HAYEHUs TPU-
MeTonpuma/cyibdometakcososa [8]. Cuuraercs,
4yTO UHPeKLMOHHOe nopaxxeHue B/IIl B neb6ioTe
['TIA aBsfileTcqa NOKa3aHUEM K ero Ha3Ha4YeHHUIo.
PekoMeH/yeTcs McNob30BaTh N0 2-3 TabJeTKU
3 pa3a B JieHb C olleHKOU addekTa yepe3 6-8 He-
Jesb. OnucaHbl Cay4yau UCIOJIb30BaHUs Npenapa-
Ta 0 12 neT.

['TIA — aTO XpoHUYecKoe 3abojieBaHHE, I03TO-
My Ha NPOTS)KeHUU 60JIe3HHU MOTYT HabJII01aThCs
Hepuo/ibl C pa3JIMYHOHN BbIPaXKEHHOCTbIO KJIUHUYe-
CKUX IposiBJeHUH. [IporHO3 3aBUCUT OT JIOKaJIM3a-
nuu nopakeHuw. Eciiu BoBaedyeHsl Tosbko B/II,
TO MPOrHO3 6JIaronpuATHBIN. [Ipu mopakeHUu
JIETKHX M OYEeK NPOTHO3 3aBUCUT OT CBOEBPEMEH-
HOCTHY Ha3HauyeHUs Tepanuu U CTPOroro cobJio-
JleHusl Bpayeb6HbIX peKoMeHJauui. bes seyeHus
80% csiydyaeB B TeueHHe rojja MOTYT 3aKOHYUThCS
cMepThblo. OHAKO cerofHst 60JbIIMHCTBY NalleH-
TOB C pAHHUM HA4aJIOM JieYeHHUs YAAETCsI JOCTHUYD
JJIMTeJbHOW peMHcCcUr 60s1e3HU. B npuBeséHHOM
HUXKe KJIMHAYECKOM CJlyvae y maljdeHTa OTMevyaeT-
csl KJlaccuyecKasi Tpuaia CUMIITOMOB (IopaXkeHue
BEPXHUX JibIXaTeJbHbIX NyTeH, JIErKUX, MOYEK),
JUAarHo3 noJTBepxAEH Mopdooruyecku nNpu 6u-
OIICHU MOYKH, CJIM3UCTOU MOJIOCTH HOCA.
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Knununuyeckuii ciayyait

[TayueHT A., 34 j1eT, IOCTYNUJI B IyJIbMOHOJIOTH-
yeckoe otgesieHne I'Y3 «06sacTHaa KJIMHUYecCKas
6osbHULa (OKB)», r. CapaToBa B ¢peBpasie 2023 1. ¢
HalpaBUTEJbHbIM AuarHo3oM «[IHeBMoHUs». [Ipu
NOCTYIJIEHUM OTMeyvaJl IPUCTyNnoo6pasHbId CyxoHn
Kallles1b, e)Ke/lHEBHOE NOBbILIEHHE TeMIIepaTyphl
Tesa o 37,5-38,5°C B TeueHHUe JIBYX MeCSIEB, CHU-
>KeHHe alneTUTa.

W3 aHaMHe3a n3BecTHO, 4TO ¢ MapTa 2022 . cTtan
OTMeydaTb CHWXKeHHe ciyxa npaBoro yxa. C okTsa6ps
2022 r. noAABUJICS HE3HAYUTEJIbHbIN CyXOH KallleJib.
ExxerogHble guirooporpadudeckre Uccaef0BaHUs
6bl1M 6e3 naTtoJsiorud. C Havasa Jekadbps 2022 r.
Ha6JII01a/I0Ch eXKeJHEBHOE MOBbIIIeHUE TeMIIe-
paTypsbl Tesa 0 ¢peOpUIbHbIX HUPP, YyCUIeHHe
MHTEHCUBHOCTHU CyXOro Kauuis. Jledyusicsi caMocTo-
SITeJIbHO »KapOIMOHWKAIIIMMK, aHTU6aKTepHUab-
HbIMHU INpenapaTtamu 6e3 apdekTta. Bnocaencresuu
NPUCOEMHUINCH JIETYyYHe MUAITUU (60J1b B MBbIIII-
1[ax roJieHel, BepXHUX KOHEYHOCTEeH), Kallesb IpH-
06peJ1 UHTEHCUBHBIN Ha/lcaZHbIM XapaKTep, NepUo-
JUYECKHU 10 PBOThI, CONPOBOXK/IAJICSA OTXOXAEHUEM
NeHHUCTON 6esloil MOKPOThI. AMOY/IaTOPHO BBHICTAB-
JleH auarnos «OcTpasi pecnupaTopHasi BUPYCHast
nHeKIUsI», IPOBOAMIIACh Hecienuduyeckas Te-
panus (6e3 adpdekTa). B cBsI3U ¢ nosiBJieHUEM 60U
B JIEBOM I0Jipebepbe 06paTU/ICs K raCTPO3IHTEPO-
JIoTy, HanpaBsJieH Ha peHTreHorpaduwo u KT OTK.
[Ipu o6ce0BaHUY, CO CJIOB 60JIBHOTO, BbISIBJIEHBI
NPU3HAKU ABYCTOPOHHEN MHEBMOHUU, B CBA3U
c yeM 12 gauBapsa 2023 r. rocnutanusupoBaH B Ca-
PaTOBCKY0 06JIaCTHYI0 HHPEKIIMOHHYI GOJbHUILY
uM. H.P. UBaHOBa ¢ quarHo3om «BHebGoJbHUYHASA
JABYCTOPOHHSSA MMOJIMCETMEHTAapHAasA MHEBMOHUS,
CpefHeTsDKENoe TeueHUey. [lalueHTy BbINOJIHEHbI
ucciaenoBadus Ha COVID-19 u rpunn (oTpuLaTe b-
Hble pe3yJbTaThl), KPOBb Ha MapKepbl BUPYCHbBIX
renatuToB U BUY (oTpuLlaTesbHbIe Pe3yAbTATHI),
MaJISIpUI0 (OTpUIATEbHBIN pe3yabTaT). OcMOTpeH
dTU3naTpoM: ybeuTeNbHbIX JAHHBIX O TyOepKyJ1é-
3e JIErkux HeT. OCMOTpPeH OTOPUHOJIAPUHT0JI0TOM:
NPaBOCTOPOHHUN 3KCCYLaTUBHBIN OTHUT, XpOHUYE-
CKUM aTpoduyeckuil puHUT. [Ipu 6pOHXOCKONUU
BbIsABJIEH UG Py3HbIN a3HI06poHXUT. [Ipyu KT OI'K
(30.01.2023 r.): MHOXKeCTBEHHbIE IepUOPOHXOBA-
CKyJIsIpHble KpYIHbIE O4aru, COJIMAHbIEe C HEPOB-
HbIMU HEYETKHMU KOHTYpPaMHU U 110 TUIYy MaTOBOTO
CTeKJIa, pa3HoKaanbepHble POKYChbl KOHCOTUJALNHT
C HEPOBHBIMU HEYETKUMU KOHTYpaMH, MeJlacTe-
HaJIbHbIE U aKCUJUISIPHBIE TIUMbaTUYeCKUe Y3JIbl He
yBeJIn4eHsbl (puc. 1).

[Ipu KT 6promiHoi nosiocTy o6Hapy»KeHa rena-
TOCIIJIEHOMerasusl, IPU3HaKU NOPTaJbHOU rumnep-
TeH3UHU. B o61em aHanuse kpoBu (18.01.2023 r.)
ob6panjaj Ha ceb6d BHUMaHHWE TPOMOOIMTO3
(469%x10°/1). B nunamuke (29.01.2023 1.) 4yunciio
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PucyHok 1. KT opranos rpyaHoi kieTkd ot 30.01.2023 r. [1o BceM cerMeHTaM 060UX JIETKUX ONpeAeas0TcA
MHOKeCTBeHHbIe IepUGPOHX0BACKY/IsAPHbIe KPyNHbIe 04ary, COJIMAHbIe C HEPOBHBIMU HeYeTKUMH KOHTYPaMH U 10 TUIY
MaTOBOTIO CTeKJ/Ia, pa3HOKa/IuGepHbIe POKyChl KOHCO/IMAALUY C HEPOBHBIMU HEYETKMMHU KOHTYPaMH

TPOMGOIUTOB YBEJUIUIOCH 10 559%x10°/11, oT™me-
YeHO CHM>KeHHe ypPOBHSA remorsio6uHa c 125 r/n
Jfo 111 r/a, Hapactanue 303uHOPUINU — ¢ 3%
no 5%, CO3 — ¢ 5 mM/4 10 30 MM/4. B 061iem
aHa/M3e Mo4U U npobe HeunnopeHko oTMevanach
remaTtypus (28-30 3pUTpPOLMTOB B 10JIe 3peHUs,
27250 sputpouuTtoB B 1 mu). Takke o6paiasio
Ha ce6da BHUMaHUe noBbimieHue CPB no 74,6-
109,5 Mmr/J, npy HOPMaJIbHOM YPOBHE NMPOKaJbIIHU-
ToHUHA (MeHee 0,5 Hr/MJ).

B cTauunonape npoBoAuIach aHTUOAKTepHUAJIb-
Hasg Tepanus (eBodsiokcanH 1000 Mr B cyTKH
B/B 12 gueit, umununeM 3,0 r/cyTkd B/B Kall B
COYeTaHUU C KJAapuTpoMuuHoM 500 Mr B CyTKH
nepopaJibHO 7 JAHel), IPOTUBOrprUOKOBas Tepanus
(¢dsrokonazos 150 Mr B cyTH IepopasibHO, Kacmo-
¢yurun 50 Mr B/B Kan 1 pa3s B cyTkH). Ha pone Jie-
YEeHHUSs1 COXPaHSJICSI UHTEHCUBHBIN CYyXOHW KallleJb,
MOBbILIEHUE TeMIlepaTyphl Tesa A0 37,5°C exe-
JHeBHO, pu KoHTpoJsbHON KT OI'K — 6e3 guHa-
MUKH. 2 deBpassa 2023 1. mandeHT ObLI epeBeiéH
B MyJibMOHoJioru4Yeckoe otzeneHue I'Y3 «OKb» r.
CaparoBa.

W3 aHaMHe3a )KU3HU: OBIBIIMH KYPHUJIbIIUK (MH-
JleKCc KypeHus1 — 7 nadyka/net). [Ipodeccuonasnb-
HbI}, 6BITOBOM aHaMHe3 — 6e3 0C06eHHOCTeH.

[Ipy mocTymnjeHur COCTOsSIHHMEe 60JIbHOTO paclie-
HUBaJIOCh KaK OTHOCHUTEJIbHO Y/I0BJIETBOPUTEIb-
Hoe. YacToTa fbixanuss — 18 ya./MuH. AycKy/abTa-
THUBHO HaJl JIETKUMHU JIbIXaHUeE XKECTKOE, BIOX PaBEH
BbI/IOXY, XpUIIOB HeT. Sp0, — 97% Ge3 oKcureHoTe-
panuu. ToHBI cep/illa pPUTMHUYHBIE, YACTOTA Cepfey-
HbIX cOKpaueHut — 70 ya./mMuH., A/l — 120/80 Mm
PT. CT. BeiiB/IsIIOCh yBeiMyeHHMe HIeHHbIX JUMba-
THYeCKUX y3/10B. OcTajibHble OpraHbl — 6e3 0co-
GeHHOCTe.

[Tpu 1abopaToOpHOM 06C/IeJOBAHUM COXPAHSI-
Jioch noBeiieHre CO3 o 38 MM/4ac, CHUXKeHHe
ypoBH#A remoryiobuna (109 r/ua), Tpom6oiTO3 —
o 800x10°/s1, 303uHOGUIBI — MeHee 1%, cyToU-
Has npoteuHypusd — 1,0 r/u, rematypusa — 20500
(B mpo6e Heunnopenko), noswimienue CPb — no

98

145,9 mr/mu, pepputuH — 511 MKr/J1, ypoBeHb
MPOKaJbLIUTOHUHA — B IIpeJiesiax HOpMbI. [IpH yiib-
TPa3BYKOBOM HCCJIeJOBAaHUU OPraHOB OPIOLIHOMN
II0JIOCTH MTOATBEPKAEHO HATM4YMe TenlaToMeraauu.

YuuTbIBast XxapaKTep MopakeHHUsl JEroOYHOU TKa-
HH, OTCYTCTBUE 3 PeKTa OT aHTUGAKTEpHUATbHON
Tepanuu, BbIpaKeHHOe MoBbllIeHHe ypoBHe#l CPB,
dpeppuTHHA, HOPMaJbHBIA MPOKAJTBIUTOHUH, U3-
MeHeHMUs B 00611leM aHa/u3e KPOBU U MOYH, ObLJIO
BbICKA3aHO MPeJI0I0XKEHNE O HAJIMUUH y NalUeH-
Ta CUCTEMHOTO0 BacKy/uTa. Takke He UCKJII0YANIOCh
Ha/in4yue JuMoornposndepaTUBHOrO 3a60J1€BaHUS.
B cBA3U ¢ 4yeM NpoBesieHO A006C/Ie0BaHUeE: YPO-
BeHb Ig E — 61 ME/Mu?, aHTHTE/1a K aHTUTEHAM LU~
TONJIa3Mbl HeUTpoduioB, CKpUHUHT (ANCA-Screen)
MOJIOXKUTEeJIbHBIN, aHTUuTeaa (JgG) k ds/THK —
17,8 ME/MJ1, BOTYaHOYHBIN aHTHUKOATYJSHT — OT-
puuaTeabHbIN. [Ipyu fOMOIHUTENIBHOM CO60PE aHAM-
Hes3a yJlaJloCh BBISICHUTD, YTO B Te€YE€HUE HEeCKOJIb-
KHUX JIET OTMeYaeT OTX0XJeHHe CYKPOBUYHOIO OT-
JleJ11eMOro U3 MOJIOCTH HOCa, NMOsIBJIEHUE KOPOYeK
B Hocy. OcMoTpeH JIOP-BpayoM nNoBTOPHO, BbISIBJIEH
MPaBOCTOPOHHUH OCTPBIA TYyOOOTHUT, XPOHHUYECKUHN
aTpodudyeckuid puHUT. CoryiacHO pe3yJibTaTaM
6UOICUY CIU3UCTON MOJIOCTH HOCA, OOHAPYXKEHBI
yMepeHHbIN ¢pubpo3, BbIpakeHHOE NPOJAYKTHBHOE
BOCIIaJIeHHE C HAaJIMYUEeM TMTaHTCKUX MHOTos1iep-
HbIX KJIETOK U KJeToK Tula [Inuporosa-J/laHrxaHca,
eIUHUYHbIe TPaHyJIEMBI C SIBJEHUSAMU GHUOPO3UPO-
BaHUS, MeJIKUMU oyaramMuy Hekposa. [Ipu Y3U ne-
pudepudeckux JUMGaTUYECKUX Y3JI0B BbISIBJIEHO
yBeJIMYeHU e MEWHBIX JUMPaTHUECKUX Y3J10B. BbI-
NOJIHeHa NMYHKLMOHHAsl OUOICUS IEWHOr0 JIUM-
¢doyssa cieBa: HalleHbl 3J1eMeHTbI TUMPOUTHOHN
TKaHU C IBJIEHUsSIMU TUIepIlJIa3uu. B cBsi3u ¢ mpo-
TEeUHYPUEH, IPUTPOIUTYpPUEN BhINIOJIHEHA HedpO-
6HONCHA JIeBOM NOYKY, 10 pe3ysbTaTaM KOTOPOU
BbIfIBJIeH (QOKaJbHbIA HEKPOTU3UPYIOLUH U CKJle-
pPO3UPYIOIIUN MaJOMMMYHHBIN IJIOMepy/IoHeQPUT
¢ 33% nosaynyHuil GUOGPO3HBIX U COMYTCTBYIOILIUM
WHTEePCTUIMAIbHBIM HeQPUTOM, OCTPbIN KaHaJb-
LeBbl HeKpo3. [laHHasa Mopdosiorudyeckas KapTH-
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PucyHok 2. KT opraHoB rpyHoii Ki1eTku oT 16.06.2023 r. B suHaMKKe B 060X JIErKMX OTMe4YaeTcs 3Ha4UTe/IbHOe
yMeHbllIeHHe Pa3MepoB U KOJIMYeCTBa YYaCTKOB YIVIOTHEHH JIETOYHOM TKaHM [0 TUIYy MaTOBOIO CTeK/1a
M KOHCOJIMAALUH.

Ha HauboJiee XapaKTepHa JJisl MOPaXKeHUs MoYeK
npu AHIIA-acconiMupoBaHHOM BaCKYJIUTE.

B cBs13U ¢ coxpaHstolieics GpebpuabHON JIUX0paa-
KOU U OTCYTCTBHEM ybOeUTe/bHbIX JaHHbIX O 6aK-
TepUaJbHON U BUPYCHOU MHEKIMU ObLIM Ha3Ha-
yeHbl cucteMHble ['K (mpesHu30/10H 30 MI' B CyTKHU
MepopasIbHO) C MOJIOXKUTENBHBIM 3G (PEKTOM B BHE
CHIKEHUS TeMIlepaTyphl TeJia 10 cy6dpeOpUabHOH,
yMeHbllleHHe BbIpaKEHHOCTHU Kalwid. C y4éToM mo-
pakeHUs JIETKHX, BEPXHUX /IbIXaTeJbHbIX MyTeH, M0-
YyeK, MOJIOZIOTO BO3PacCTa, OTCYTCTBUSA 3¢ deKTa OT
IPOBOAUMOM paHee aHTUOAKTEPUATbHON Tepaluy,
MPOTUBOTPUGKOBOU Tepamnuu, MOJIOKHUTEJTbHOTO
addekTa B BUJje CHMXKEHHS TeMIlepaTyphl Tesa 10
cy6debprbHON Ha poHe npueMa cucteMHbIx 'K,
CHIKeHUs ocTpodaz3oBbix nokasaTtesei (CPB co
145,7 no 11,9 mr/ma, CO3 ¢ 38 mo 20 mM/4.) Ha poHe
npuéma cucteMHbIX 'K, I0/I0XKHUTENbHOrO pe3y/bTa-
Ta AHIIA, JaHHBIX GHOIICHUY CIM3KUCTOM MOJIOCTH HOCa
Y No4YeK OblLJ BbICTaBJIEH AHarHo3 «I'paHysiemMaTos
C NOJIMAaHTUHUTOM, acconuupoBaHHbii ¢ AHIIA, ¢ no-
pasKkeHHeM JIETKHX, BEPXHUX JbIXaTeJbHbIX MyTel
(IpaBOCTOPOHHHUM OTHUT, aTPOPUUECKHUN PUHUT, rau-
MOPHUT B aHaMHe3e), noyek (HedppuT). TpomboIIHUTO3,
MUQITUH B aHaMHe3e». /st JaibHeRIIero JedeHust
MalueHT OblI NepeBe/iéH B peBMaTOI0rHY€eCKoe OT-
fesnenuu I'Y3 «OKbB». [IpogoynkeH npuém npegHUso-
JIOHA BHYTPb B 103e 30 MI' B CYTKHU C NOCTENIEHHbIM
CHIDXeHHUeM J103b1 710 20 MT' B CyTKH.

C y4éToM BBICOKOI aKTUBHOCTU 3a60J1€BaHUs],
MOopakeHusl JIETKUX, TOYeK HHULIMUPOBAHA MPo-
rpaMMHas Tepanus nuukiaopochamMuaoM, KoTopas
nposoauTca ¢ Mapta 2023 I. eXXeMeCcsa4HO B [03e
1000 mr Ha BBegeHue. Ha aToM ¢poHe oTMeyasiach
NOJIOXKUTE/IbHAsA JUHAaMUKa: CTOMKO HOpMaJiu3o-
BaJlaCh TeMIlepaTypa, 3HAYUTEJNbHO YMEHBIIUIOCh
OTXOXKJeHHe KPOBSHUCTBIX KOPOYEK U3 HOCA, KYTIH-
pOBaJICs Kallleslb, HOPMA/IU30BaJICS YPOBEHb TPOM-
6ouuToB, CPB. PernuctpupoBanock CHUXKeHKe IPOTe-
unypud (c 3 r/cyT. go 0,88 r/cyT.), oTCyTCTBUE reMa-
Typuu. [Ipu noBTopHOoU KT nérkux ot uwoHsa 2023 r.
OIpe/iesisieTCsl BblpaXKeHHasl MOJIOKUTE/IbHAsSA JUHA-
MUKa 32 CYET 3HAYUTEJbHOTO YMEHbIIEHHS B 060UX
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JIETKUX pa3MePOB U KOJIMYECTBA YYaCTKOB YIJIOTHE-
HUSA JIEFOYHOM TKaHU 110 TUIY «MaTOBOIO CTEKJIa» U
KOHCOJIM/alMH (B HACTOSILIIMHA MOMEHT BBISIBJISIOTCS
e/IMHUYHbIEe, TPEUMYLIECTBEHHO CJIeBa, pa3dMepaMHu
o 5-10 mm) (puc. 2).

[IporpamMMHasi Tepamnus NpoAoHKaeTCsl, COCTOsI-
HUe MalMeHTa yI0BJeTBOPUTEbHOE, 1032 PeIHHU-
30JI0Ha cHMeHa 110 10 Mr B cyTKU. Takxe nmanueH-
Ty € caMOro HayaJja ¢ y4étoM nopaxkenust B/ 6611
Ha3Ha4yeH KO-TPUMaKCO30JI.

[IpencTaBiieHHOE KJIWHUYECKOE HAGJI0JeHHEe
NEeMOHCTPUPYET Pa3BUTHUE reHepaJIM30BaHHOTO
CUCTEMHOTO BAaCKyJIUTA C IOPAXKEHUEM BEpPXHHUX
JAbIXaTeJIbHbIX NyTeH, JErkux, noyek. Hayaso 3a6o-
JIeBaHUsl XapaKTepU30BaJoCh HeceUPUIHOCTBIO
KJIMHAY€ECKOW KapTUHBI, YTO MOCAYKHUJIO MPUIUHON
CJIOXKHOCTHU JIMarHOCTUKU. Ba’kHOe 3HaYeHUe B MO/I-
TBEPXKJEHUHU JMarHo3a UMeJsio Kak Mopdosoruye-
CKOe MCCJiefloBaHHE MOYKU U CAU3UCTON 000/104YKHU
HocCa, Tak u onpefenenue AHIIA. [lopaxkeHue Kus-
HEHHO Ba)KHbIX OPraHOB NOTPe6OBaJio NpoOBeJeHUs
Tepanuu IMIIOKOKOPTUKOUJAMHU U IIUTOCTATUKAMH.
CBoeBpeMeHHOE HayaJlo UMMYHOCYIIPECCUBHOMU Te-
panuy Mo3BOJIUJIO Yepe3 TPHU Mecslia JOCTUTHYTh
CHIDKEHHUS aKTUBHOCTH BaCKYJIUTA.

JlaHHOe KJIMHUYeCcKoe HabJIIogeHe IeMOH-
CTPUpPYET NPUMEHEHUE MYJbTUAUCIUIJIMHAPHOTO
noaxona B guarHoctuke I'TIA ¢ yyactueM nmynbMmo-
HOJIOTa, peBMaToJ10ra, HedpoJiora, OTOPUHOJIAPUH-
roJiora, 4YTo UMeeT 60JIbIlIoe 3HaYeHUe JIJisl paHHel
JUarHOCTHUKY 3a00JiIeBaHHUS.

B Hab6J1t0/1eHUsIX cepeUHBI MPOIIJIOro BeKa Cpe/i-
Hsisl IPOJIOJDKUTE/IbHOCTD KU3HU OC/IE YCTaHOBJIE-
HUA MarHo3a y HejedeHbIx nanueHToB ¢ AHL[A-acco-
[IMMPOBAHHBIM BAaCKYJUTOM COCTaBJIslJIa 5 MecsAIEeB.
3a nocaeaHue 40 jeT BbKMBAEMOCTDb IallEHTOB
3HAYMMO YJIYYIIUIACh U MPU aJIeKBATHOM JIeYEHU U
MOXKET ObITh COIIOCTaBMMa C IOKa3aTeJsIMU 00Ien
nonyasanuu’ [2]. Takum 06pa3oM, paHHsISI AUArHOCTH-

1 Kinnnudeckre pekoMenganuu. [lopaxeHue no-
yek npu AHLJA-acconuupoBaHHbIX BacKyauTax (AHL[A-ac-
COLMUPOBaHHbIN r1oMepysoHedpuT), 2021. - 88c. https://
rusnephrology.org/wp-content/uploads/2021/02/ANCA.pdf
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Ka, CBoeBpeMeHHOe HavaJsio Tepanuu ['TIA nmeeT Bax-
HOe 3HA4YeHHe /I YIy4llIeHHs TPOrHo3a NaleHTOoB.

3aK/il0ueHue

B faHHOM KJIMHHW4Y€eCKOM HabJI0JeHUH NMpo-
JLeMOHCTPHUPOBaHBbI CJIOXKHOCTH CBOEBpPEMEHHOH
BepuduKanuu nuartosa ['I1A, 4To CBS3aHO € OTCYT-
CTBUEM Y Bpauell TepaneBTHUYeCKOro nNpoduis Ha-
CTOPOXKEHHOCTU B OTHOLIEHUHW Pa3BUTHs ITOrO 3a-
60JieBaHusl. OCOGEHHOCTBIO JAaHHOI'0 KJAMHUYECKO-
ro cjydas sBJseTCs pejKas paclupoCTPaHEHHOCTb

npeACTaBJEHHON NAaTOJIOTHUH, CJIO)KHOCTDb B IOCTa-
HOBKE JIMarHo3a B CBSA3U C MOJIMOPTaHHOCTbIO MO-
pa’KeHUsI, OTCYTCTBUE CllelUPUIECKUX TPU3HAKOB
B /ie60Te 3a60/IeBaHUsl, YTO NMOTpe6oBasIo NMpo-
BejleHUd AuddepeHLMabHOrO AMarHosa. PanHee
onpegesienre AHIIA noBbImaeT 4acTOTy AUarHo-
ctuku ['llA, a cBoeBpeMeHHOe YCTaHOBJIEHUE JIUa-
rHO3a M03BOJISIET KAK MOXXHO paHbllle HA3HAYUTh
Tepanuio U U36exaTh MHBAJIUU3AIUU MAIUEHTOB.

duHaHcupoBaHUe. MccienoBaHue He UMeJIO
CIIOHCOPCKOM MO/ JIEPIKKHU.

KoHQIUKT UHTEpeCcoB. ABTOPHI 3asIBJSIOT 06
OTCYTCTBUHM KOHQJIMKTA HHTEPECOB.
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