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r. Cemen, Pecny6nuka KasaxcraH;
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AHHOTauus

B maHHoi nybnkauuy NpuBOAMTCA ONMCaHWe NauueHTa C AMarHo3oM [paHynemaTosHbIA MOMMaHruT (rpaHynemaros
BereHepa), KoTOpbI AnuTENBbHOE BpeMs Habnopancs WM NMeuuncs y Bpayel pasHbiX cneuuansHocteid. B Bugy
HeahHEKTUBHOCTM MHOroneTHel Tepanun 3aboneBaHus Obin NMPOBEAEH TLLATEMbHbIA KOMMMEKCHbIA aHamu3 KIMHWKO-
nabopaTopHbIX W MHCTPYMEHTANbHBIX AaHHBIX C LENbK BEpUtMKaLmM anarHo3a. [aHHble, NpuBefeHHble B cTaTbe, byayT
nonesHbl NPEACTABUTENAM MPAKTUYECKOTO 3APABOOXPAHEHNS, PEBMATONOraM, Bpayam BU3yarnbHOM AMarHOCTUKMA 1 Bpadam
0OLLEelt NpaKTUKK.

Knrouesnbie cnoea: paHynemamosHbIli nonuaseuum, eackynum, dugbchepeHyuanbHas duaeHoCmuKa.

Summary
GRANULOMATOUS POLYANGITIS (WEGENER’S GRANULOMATOSIS)
IN THE PRACTICE OF A RHEUMATOGIST
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This publication describes a patient diagnosed with Granulomatous polyangiitis (Wegener's granulomatosis), who was
observed and treated for a long time by doctors of different specialties. Due to the ineffectiveness of long-term therapy for
the disease, a thorough comprehensive analysis of clinical, laboratory and instrumental data was carried out in order to verify
the diagnosis. The data presented in the article will be useful to representatives of practical healthcare, rheumatologists,
visual diagnostic doctors and general practitioners.

Key words: Granulomatous polyangiitis, vasculitis, differential diagnosis.

Tyiingeme
PEBMATOJIOIr TOXIPUBECIHAOEN rPAHYJIEMATO34bI
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Aurynb M. BepexkeHoBa?, Barpar b. XKangap6ekosa2

! «Cemeit MeanumHansIK yausepcuteTi» KeAK, lwki aypynap meH peematonorus kadeapachl,
Cewmei K., KasakcTaH Pecnybnukachbil;
2 «Cemen MeauuMHanbIKk yHuBepcuteTi» KeAK, YHUBepcuteTTik rocnutans, Cemet K., KasakctaH Pecny6nukacsbl.
Byn 6acbinbiMga rpaHynemarosgel nonuaHruut (BereHep rpaHynematosbl) AuarHo3bl KOWbINFaH HayKacTbl apTyphi
MaMaHabIKTaFbl gapirepniep y3ak yakbiT 60ibl Gakpinan, emaereH. AypyabiH y3aK Mep3iMai TepanuschbiHbiH TUiMCi3giriHe
GaiinaHbICTbl UarHo3abl HakTbinay MakcaTbiHAA KIMHWKAMbIK, 3epTXaHarnblK XoHe acnanTblk MOSMeTTepre XaH-XaKTbl
Tangay xyprisingi. Makanaga KenTipinreH AepekTep npakTuKanblK AeHCaynblK CakTay ekingepiHe, peBMartonortapra,
BM3yanbl AuarHocTuKarnblk Aapirepnepre xaHe xannbl Toxipubenik gapirepnepre naigansi 6onags!.
TyliHdi ce3dep: paHynemamo3ads! nofuaHauum, Backynnt, ougbgeperyuansbl OuagHoCMuKa.
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Beepenue

IpaHynemaTtosHbIi nonuanrunt (IIA) xapakTepusyetcs
HEKPOTU3UPYIOLLMM  rpaHyneMaTto3HbiM  BOCMAneHneMm,
BaCKyNUTOM C MOPaXeHWeM COCy[OB Marnoro W cpeaHero
kanubpa " 04aroBbIM HEKPOTU3UPYIOLLM
rnomepynoHecputom (MH), vacto ¢ dopmmpoBaHrem
nonynynuin [3,8]. [lopaxeHue nerkux - ogHa U3
xapakTepHblx 4epT [TIA, Hapsgy C natonorvei BEpXHWX
OblxaTernbHblX — MyTel M NoYeK,  COCTaBMAOLIMX
Knaccuuyeckyto Tpuagy 3abonesanusi [7]. [opaxeHue
BEPXHUX W HWKHUX [ObIXaTeNbHbIX NyTEN XapakTepHO NS
BonbHbIXx [TIA W uHOrga MOXeT npencTaBnsaTb cobon
HayanbHOE WMNM B HEKOTOPbIX ClyvasX €AMHCTBEHHOE
nposienenue [13].

OcCHOBHblE  KNWHMYECKWe XapaKTepUCTUKKU  BKMKYaloT
BEpPXHME WM HWKHWE [AblXaTeflbHble MyTU W MOYKK
(Hanpumep, BblaeneHns U3 HoCa, Kallenb) C NoCneayoLLmnM
NOSBMEHNEM  [UNEPTEH3WM,  OTEKOB,  MPOSIBIEHMI
MyrnbTUopraHHoi natonoruu [1]. MposiBnexHns B ywwax, Hocy
W ropre npu peLvauBMPYIOLLEM CUHYCUTE U KOPKOBOWA
puHOpee OBbIYHO BbIPAXEHbI TSHKENO, MOXET OTMEeYaThCs
nokpacHeHne rma3 W oTteyHocTb [2].  KnuHuyeckumu
9KBMBANEHTaMI rpaHynemMaTo3Horo BOCManeHns BKMKYaloT
Takke NOACKNAZOYHAs rpaHynema ropTaHu W Tpaxew,
S3BEHHO-HEKPOTUYECKUA  PUHUT ¢ (DOPMUPOBAHNEM
nepcopauum1 HOCOBOW NEPEeropofkW, ANUTEMbHO TeKyLLUA
MacTouauT, ncesgoTymop opbutel [15]. B cBoto ovepesp, ¢
pa3sBUTMEM HEKPOTM3MPYIOLLETO BacKynuTa CBS3bIBAOT
KOXHble remopparuyeckue Unu s3BeHHo-remopparnyeckie
BbICbINAHUS, 3MWUCKNEPUT, MHOXECTBEHHbIA MOHOHEBPUT,
I'H, npoTekalwWwmWn C remaTypuen, Yalle B COYETaHWUU C
YMEpEeHHON MpOTEeuHypuei M Hepeako C HapyLlleHWem
a30TBbIAENNUTENbHON (OYHKLWM NOYEK, BNOTb A0 PassuTHS
BricTponporpeccupytowero MH.

Kpome Toro, IMIA MOXeT nopaxaTb KOXy, LLeHTpamnbHy0
W nepudepuyeckylo HepeHylo cuctemy W rnasa. [lpu
reHepanusaumm npouecca y 6OomnbHbIX HabnopawTcs
KOHCTUTYLIMOHABHbIE, @ TAKKE PEBMATUYECKUE CUMMTOMBI
(8 BMOe apTpanruii M MWantUi BMMOTb OO PasBUTMS
MWo3MTa U HeaposusHoro aptputa) [6,7]. Y 90-98%
BonbHbIX C reHepanuaoBaHHoi dopmoit TTIA u y 65-70%
nauueHToB ¢ NUMUTMpoBaHHOW chopmoit TIA BbISBNSIOT
aHTWHENTPOUNbHBIE  LMTOMNa3MaTieckne — aHTuTena
(AHLA) [16]. B 70-80% cnyyaes AHLA wumetoT
cneuuduyHocTe K npoTemHase 3, npumepHo B 10%
cnyyaes — kK Muenonepokcuaase [4,14].

Llenb nccnepoBaHus: onucaHue KMHUYECKOro Criyyas
Gonesun [TIA ¢ MpeuMyLLECTBEHHbIM U TSXEMbiM
NOPaXeHWeM NErKnX.

Matepuansi n metoabl. [poBeseH PETPOCTEKTUBHDIN
1 NPOCNEKTUBHBIN aHanu3 KNWHUYECKOro cryyas nauueHTa
¢ pawarHosom [TIA, Haxogswerocs Ha CTauuOHapHOM
neveHum B YHUBEPCUTETCKOM locnutane
Hekommepyeckoro aKLMOHEpHOTO obuwectsa
«MegmumHckuin yrusepeuteT Cemeity (YT HAO MYC).

Pe3synbTatbl 1 06cyxaeHue.

XKeHwuHa, 54 roga, obpaTunack Kk peBMaTonory B
nonuknmHuky YT HAO  "MYC" ¢ xanobamu: Ha
HapacTatoLLyHo OAbILLKY, COXpaHSIOLLYIOCS B MOKOE; Kallenb
C TPYAHOOTAENSEMOI MOKPOTOW, 6ONM B IrPyaHON KIETKE;
fonn B nMpaBOM KOMEHHOM, B MPaBOM TOMNEHOCTOMHOM
CycTaBax; OTEKM Ha HOrax; CyxoCTb KOXHbIX MOKPOBOB;
ObICTPYI0 YTOMISIEMOCT; CHUKEHME CRyXa.

113 aHamHe3a 13BeCTHO, 4To 3abonena c cespans 2021
roga. [le6toT 3aboneBanns ¢ Gonen B HOCOBOM obnactn ¢
3aNOXEHHOCTbIO, CHWKEHWS Cryxa, Oonmeid B KOMEHHbIX,
roNeHoCToNHbIX cyctaBax. Jlewunack y JIOP Bpava no
MeCTY XUTenbCTBa Mo MOBOAY Ba30OMOTOPHOIO puHUTA - bes
atcpekta.  [lanee  npucoeauHWnMCb  CBETODOSA3HD,
cnesoteyeHne. B noHe 2021 roga nosiBuncs Kawenb ¢
TPYAHOOTAENSEMON MOKPOTOW, MOBbICUIACL Temneparypa
Tena fo 38,7°C, notnueoctb, noxyaaHue. ObcnenosaHa no
MeCTY XUTeNbCTBa.

Ha KomnbloTepHO TOMOrpamMme OpraHoB rpyaHOM
knetkm (KT OFK) 27.07.2021: npusHaku eouHWUYHBIX
obpasoBaHuit 0BOWX Merkux, YTO MOCMYXWUNO MOBOZOM K
NpoBefeHWI0  AndEpeHLnansHol  AUarHoCTUKM ¢
napaHeonnacTuyeckum npoueccoMm. B ycnosusx LleHtpa
SOEpHOA  MeauuMHbl M oHkonorun  ropoga  Cement
01.10.2021r. npom3seaeHO OnepaTMBHOE BMeELLATENbCTBO:
ATUNnUYeckas pesekums HWKHeN 4oV NeBoro Nerkoro.

[MocreonepaLynoHHOe  TUCTOMOTMYECKOe  3aKmMiYeHne
05.10.2021: [laHHbIx 3a OHKOMATOMNOMMI0 He 0bHapyxeHo. B
nocneonepaLyoHHOM Nepuofe nauMeHTka Haxogunach B
OTAENeHUN WHTEHCUBHOW Tepanmuu B TeyeHue 15 cyTok.
lMpoBogunack caHauMoHHas BPOHXOCKOMUS eXeAHEBHO (B
CBSI31 C 0BUMBHON MOKPOTOIA).

Hanee nauveHtka  Obina KOHCYNbTUPOBaHa
(TM3NATPOM.  YuMTbIBas  KIMHUKO-PEHTTEHONOMMYECKYIO
kapTWHY, nabopaTopHble AaHHble, Obln  BbICTaBNEH
puarHos: WHdunbtpaTueHbIn TyOepkynés nerkux, MT (-),
uyBCTBUTENBHAS dhopma. ConyTcTByOLWMIA AnarHos: Mapes
rorfiocoBbIX CBS30K. AHemus nepepacnpepeneHus 1 crT.
Kapaunocknepos. Al 1 c1, puck 3, HK1. XpoHudeckuit
(POHTUT.  XPOHWUYECKMN  3TMOMAMT.  XPOHWYECKMI
cheHonanT. XpOHMYECKMI rainMmoput. Bonesoi cuHapom.
[OHI cr.
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YuutbiBas HEaheKTUBHOCTb cneumdunyeckon
npoTMBOTYDEPKYNE3HON Tepanuu B TeyeHue 3-X Heperb,
ObINO  pelleHO  nepecMOTpeTb  CTekrnonpenapatbl
nocneonepaLyoHHoro maTtepuana B yCroBusIX
HauwmoHansHOro HayyHoro LeHTpa ¢T13NOomybMOHOMOrMM
Pecnybrmkm  KasaxctaH — r.Anmatbl.  3aknioueHue
(30.10.2021r.): rmcTomopdonoms COOTBETCTBYET

rpaHynemaTo3HoOMy MOMWAHMMKTY MO TWMY rpaHynemarosa
Berevepa ¢ CMHOPOMOM  NErOYHOM  TUMEPTEH3UM
(MonWaHrMuT  BackynUT €O CKNEPO30M U CTEHO30M).
OcraTouHble o4arn nocTkoBuaHOro cuHapoma (OcTpblit
PECnMpaTopHbIl  AUCTPecc-cuHapoM  (ubpoTnyeckas
ha3a) B BME OPraHU30BaBLLENCS OCTATOMHON MHEBMOHUM.
[uarHo3 Tybepkynesa nerkux bbin CHAT.

B nocnepytowem naumneHTka npoxoguna obenenosaxne
W nedyeHue y peBmaTonora, B TOM YMUCMe B YCNOBUSX
npodunbHOro  cTaumoHapa ¢ auarHosom:  AHLIA-
accoLMMpOBaHHbIN BaCKynnT [paHynemaTosHbIi
nonuaHruuT (rpaHynemato3 BereHepa), reHepanu3oBaHHas
hopma, C MopaxeHneM BEPXHUX W HIKHUX AblIXaTenbHbIX

nyTen (PuHodapuHruT. ®poHTHT. OTmonauT.
VHTepcTuumanbHbiil  ubpos nerkvx, OH 3), opraHos
3peHus (Mpupoumknmr, KepaToKoHbIOKTUBMT).

LleHTpanbHOA HEpBHOW CUCTEMbI  (HEBPUT  CIyXOBOrO
HepBsa). Hedput. Anoneuns. AHemus Aptpanmvs. Muanrus.
MoautnHocTb Mo LAHLIA (1:160). AH® 1:80 «cepas 30Hay.
CumnTomaTtuyeckas apTepuanbHas r1NepTEH3Ns.
'opMoHo3aBKcMocTb. CTepounaHbIi OCTEONOPO3.
lMaumeHTka BbiNWCanacb C ynydweHuem Ha 30mr
npegHW3onoHa. B BMAy HanuuMs  THOWHOW  paHbl,
uuTocTaTUYECKas Tepanus He nposogunack. OuyepegHoe
YXy[OLWeHNe COCTOSIHMS OTMEeYanocb C Hayana sHBaps
2022r B BUAE HApacTaHWs AbIxaTebHON Heg0CTaTOMHOCTH
(OH) v nosbiwenna Al o 160/100 Mm.pT.CT, B CBSA3N C YeM
naumeHTka 6Gbina BHOBb rocnuTanusuposaHa B KPO YT
HAO MyC (1011 - 30.11.2022r). [lpoBogunaco
KomnnekcHas Tepanus, Bknovas LinknodgocdaH (LId).

Mo peweHno Meauko-CoUManbHOM — SKCMEPTHOM
KOMMCCUM, B CBSA3W C HanWyuem CTOWKOW yTparbl
TPYAOCNOCOBHOCTH, NaLUMeHTKa noyyuna WHBanuMaHoOCTb 2
rpynnbl (anpenb 2022r.).

MaumeHTka Bbina NOBTOPHO rocnuTanuanpoaxa (01.12
- 13.12.2022r) B CBAA3K C HapacTaHWeM OfbILUKA B MOKOE;

YCUNEHWEM Kawns ¢ TPYAHOOTAENSeMOil  MOKPOTOM;
nosisneHmem Goneil B rpyaHON KneTke, apTpanrm B
KOMEHHbIX W FONEHOCTOMHBIX CycTaBaX; OTEKOB Ha Horax;
CYXOCTM KOXHbIX NOKPOBOB; BbIPXEHHOM criabocTu.

AHamHez  ¥u3HM. Pocma »  pasBuBanach
COOTBETCTBEHHO Bo3pacTy. bonesHb BoTkuHa B getcTee.
Tybepkynes, BeHepudeckue 3aboneBaHus oTpuuaet. U3
nepeHeceHHblx 3aboneBaHuii  OTMEYaeT  MPOCTYAHbIE.
HacrnencTBeHHOCTb N0 peBMaTUYECKUM 3aboneBaHnsaM: He
OTArOWEeHa. JNWAEMWUONOTMYECKUI aHAMHEe3: KOHTaKT C
MHEEKLMOHHBIMKM BOMbHBIMM OTpULIAET, NOCNeaHUA MecsL
3a npegenbl 0bracTvt u 3arpaHnLy He Bble3xana. BpeaHbix
MPMBbLIYEK HE UMEET.

Mpn obbekTBHOM oCMOTpe o0OLlee COCTOsHME
Tskenoe. CosHaHne scHoe. KywwuHrong. [logkoxHO -
KMpOBas  KkneTyaTka pasBuTa  upe3mepHo.  KoxHble
MOKPOBbI: TMNEPEMUS NULA, LLeU, 30HbI SEKONbTE, BEpHEN
4acTW CMWHbI. TYprop KOXM COXPaHEH, KOXHbIE MOKPOBbI
cyxve. B neson nognonatoyHon obnactm no 3agHe-
MOAMBIWEYHON  MMHMM  umeeTcs  pybey  nocne
onepaLMoHHOro  BMelaTensctea  (6cm).  Cnmauctas
poTornoTkM BrnegHopo3oBast, uuctas. [epudepnyeckne
numdoyanbl  He  yBENMYEHbl,  Mpu  Manbnauum
GesbonesHeHHble. Hoc 3anoxeH. [bixaHne 4epes por;
LUYMHOE, CO CBUCTOM. AYCKyNbTaTUBHO B JIErKWX XKECTKOE
ObiXaHue, Cyxue pasHokanubepHble Xpunbl NO BCEM
neroyHbIM  nomsm.  TOHbI  cepaua MPUMYLEHbl, PUTM
npaBurbHbIA. A3bIK cyxoBaT, 0bnoxeH GenbiM HanEToM.
JKuBOT He yBenuyeH, npu nanbnauum 6e360nesHeHHbIN.
[MeyeHb no kpat pebepHo pyrn, GesbonesHeHHas.
CeneseHka He yBenmuyeHa. CuMNTOM — MOKauMBaHWs
oTpuuaTenbHbii ¢ 0b6eux CcTOpoH. CTyn perynsipHblit,
0chopMIeH. MouewncnyckaHue cBobogHoe,
GesbonesHeHHoe, auypes 600mn B cyTku [lacTosHOCTb
obeux roneHen.  BOME3HEHHOCTb  MbIWL  HKHUX
koHeyHocTen.  KocTHO  —  cycTaBHas  cuctema:
BoneaHeHHOCTb KOMEHHBIX CYCTABOB MNPy Nanbnauuy n npu
LBVKEHNSIX. XPYCT B KOMEHHbIX CycTaBax Npu OBWKEHMSX.
Ha MOMeHT paHHOW rocnuTanusaumm peancs BOmpoc O
nposegenne TUBT (FeHHO-uHXeHepHas Guonornyeckas
Tepanus).

B  71abnmue  Nel  npenctaBneHa  AMHamuka
NabopaTopHbIX AaHHBIX NALMEHTKM C CeHTA0ps 2021r.

Tabnuya 1.
IuHamuka nabopaTtopHbIX AaHHbIX nauueHTa ¢ IMA.
(Table 1. Dynamics of laboratory data of the patient with Granulomatous polyangiitis).
OAK 2021 2021 2022 2022 2022 2022 09.12.2022
CEHTAOPb Hos16pb theBparnb OKTA6pb HOs10pb Aexkabpb
'emornobuH (r/n) 74 92 156 151 158 136 145
Qputpoumtbl*10'2/n 2,97 3,30 5,22 4,93 5,13 4,36
TpombouuTbl*109/n 517 605 343 401 396 315
NenkounTb*109/n 6,90 11,0 9,5 14,9 25,42 9,8 8,1
CO3 (mm/yac) 66 55 5 10 6 14 9
CPb (mr/n) 16,30 3,30 12,60 8,6 59,36
P® (ME/mn) 24,60 12,30 7,85 13,98
MovyeBas kucrnoTa-(MkMonb/n) 367,40 376,59
1:160
AHLA (Hopma 1:20) (05.11.2021)
Hiwke onucaHbl  3aKMOYEHUS  WHCTPYMEHTamNbHbIX Ha pucyHkax 1 u 2 npeactasneHsl pesynbtatel KT OTK

METOLOB MCCIEA0BaHNS AaHHOM NaLuUeHTKN.

nerkux y faHHom nauuenTkm ot 27.07.2021r n 06.04.2022r.
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Pucynkok 1. KT nerkux ot 27.07.2021 r.
3akntouenue: KT-npusHaku: eanH4HbIX 06pa3oBaHuil
oboux nerkux (MeTacTasbl?).

(Figure 1. CT scan of the lungs from July 27, 2021).
(Conclusion: CT signs: single formations
both lungs (metastases?)).

PucyHok 2. KT nerkux ot 06.04.2022 r.

3AKITOYEHUE: KT-npusHaku: yMepeHHbIX NOCMBOCNanumenbHbIX
(hubpO3HbIX U3MEHeHUl 0b6ouX NeaKuxX, aunogeHmunsyuU 3 ceameHma
cnpasa, HesbIpaxeHHo20 audponepukapda, COCMosHUE nocie onepayuu
Ha fiegom nerkom. B auHamnke AaHHbIX 3a MeTacTasbl He BbISIBIEHO.

(Figure 2 - CT scan of the lungs from June 04, 2022)

(Conclusion: CT signs: moderate post-inflammatory fibrous changes in

29.06.2021r. Ha peHTreHorpaMme npugaToyHbIX Nasyx
HOCa NpU3HaKN [BYCTOPOHHOIO KaTaparbHOro (PPOHTMUTA.

PeHTreHorpachma KoneHHoro cycrtasa (2 npoekuum)
ot 01.11.2022r. 3akntoueHne: OcCTE0APTPUT KOMEHHBIX
CyCTaBoB, 2 CT.

9K - 3aknwoueHue: BbipaxeHHas CcuMHycoBas
Taxukapaus ¢ YCC 133 ypapos B 1 MuHyTy. OTKNOHEHWE
anekTpuyeckomn ocu cepgua enpaso (SKI S un) MpusHaku

rMnepTpocou  npasoro  kenypouka.  [OuddysHble
W3meHeHus B Muokapge. [lpu Hanmnumm  aHamHesa
pybLOBbIE MOMS Ha HWKHE! CTeHke, nepefHe -

neperopofoyHon 06nacTy, BEPXYLLKA.

CrtomaTtonor-tepaneBT - 3akntoueHune: XpOHUYECKUil
TVHIVIBNT.

Akywep-ruHekonor - 3akrnioyeHue: 30oposa.

YuntbiBas  pepakTepHoe UM peuuavBMpytoLlee
TeyeHue 3ab0neBaHusl, B KayecTBe «Tepanuu CnaceHus»
Obina  HasHayeHa TreHHO-WHXEeHepHas  Buonoruyeckas
Tepanua Putykcumabom 500 Mr no cxeme, opHako
naLueHTKe ycrnenu NpoBeCTM UHY3NI0, NULLb, OHON [03bl
Putykcumaba. Ha  cnepytowme cytkm (13 cyTku
rocnuTanu3aLmm) naumeHTka CKoHYanach.

MaTonoroaHaTomuuyeckoe  3aKnioyveHue: MMA:
BacKynuT COCy[OB MENKOTo M CpedHero kanubpa nerkux ¢
oYaramn Hekpoaa, KPOBOM3MUSHWIA, Novek ¢ nBpoMaHbIM
HEKPO30M 4acTW CoCyauCTbIX NeTenb KnybouKkoB, cepaua ¢
MWKPOHEKPO3aMI MbILLEYHON TKaHM.

OcnoxHenusa: Otek n HabyxaHue ronoBHOr0 Mo3ra.
Otek nerkux. LleHTponoGynsipHble HEKPO3bl  MEYeHU.
[uctpodnyeckne n3meHeHUs NapeHXMMaTO3HbIX OPraHoB.

MpuunHa cmepTu: XpoHudeckas NerovyHocepaeyHas
HEAO0CTAaTOYHOCTb.

Obcyxpenne. B
B3aMMO0DYCMOBNEHHbIX

ocHoBe [TIA  nexat gga
npouecca,  NaTOreHeTUYECKM
cBA3aHHblx ¢ AHLIA:  HekpoTWsupyloWwmuin  BacKynuT ¢
NPEUMYLLECTBEHHbIM  MOPaXEHWEM  COCY[OB  MENKOro
kanubpa pasnuyHOA Nokanusaumum UM cBoeobpasHoe
rpaHynemMaTosHoe BOCManeHue, KOTOpOe COMpOBOXOAeT

both lungs, hypoventilation of 3 segments on the right, unexpressed
hydropericardium, condition after surgery on the left lung. No data for

metastases were revealed in the dynamics)

HEKPOTU3MPYIOLLMIA NOMMAHTUMT, MpEXae BCEro, B OpraHax
pecnupaTopHoro TpakTa [6].

Mo paHHbIM J. Wojciechowska u coasm., 0T nosiBNeHNs
nepBbIX CUMMTOMOB MOPAXEHWUS BEPXHUX AblXaTenbHbIX
nyTei Jo nocTaHoBkW auarHo3a ITIA B cpegHem npoxoauTt
14,5 wmecaues [11]. Mpu otcytctBuM neveHus TTIA
aBnseTcs netanbHbIM 3abonesaHunem, ofHaKko
CBOEBPEMEHHas Tepanusi  CnocobCTBYeT — YBEMUUYEHWHO
BbIKMBAEMOCTH, BO3HWKHOBEHWIO pemuccuun bonee yem y
90% nauueHToB. CpedHsas NPOOOIKUTENBHOCTL XU3HUA Y
nauueHToB 0€3 Ha3HayeHus Tepanuu cocTaBnsetr 5
MecaueB, M TOmbko 12,5 MecsueB [Ans  NauWeHTOB,
nomny4yaBLUMX  MOHOTEpanuio  rrKokopTukomaom  [16].
BeegeHue B nHAyKUMOHHYKO Tepanuto [TIA uuknodochaHa
pagukanbHbiM  00pa3oM M3MEHMNO MPOrHO3 Mpy  3TOM
3abonesaHun. MpumeHeHne LI B pexnme nynbc-Tepanun
B CPaBHEHUM C HA3HA4YEHWEM BHYTPb MO3BONSET CHU3UTb
KyMyNSITUBHYIO O3y MpU COXpaHEHWM TepaneBTUYECKOro
apdpekta M yMEHbWWTb 4acToTy MOGOYHBIX peakuui
[12,14].

Bmecte ¢ TeM HeCOMHeHHass  3(pgeKTUBHOCTb
putykcumaba Ans WHAYKUMOHHOM M MOAZepXUBakLLen
Tepanum [TIA, [okasaHHas B  PaHAOMU3UPOBAHHBLIX
KMUHUYECKWX  uccneposaHusax  [12-5],  noaTteepxpaeT
KnioyeBoe 3HayeHne B neyeHuu A nogaBneHns yHKUMmn
B-numMdoLmMTOB, OAHUM U3 NEPCMNEKTUBHBIX MyTEeN KOTOPOro
SIBNAETCA MHrMbMpoBaHWe (hakTopoB, 0DecnevnBatoLLmMX
BbhkMBaHWe B-numdouutos, npexge Bcero BAFF (B-
cellactivationfactor, dakrtop aktueauum B-kneTok), koTopbIi
Takke  HasbiBawT  BLyS  (B-lymphocytestimulator,
ctumynsarop B-numdboumTos). HoBas cTpaterusi neyeHmns —
eHHO-MHXEHepHas aHTK-B-kneTouHas Tepanus
putykcumabom. Putykcumab B COYETAHMWM C  BbICOKMMU
[03aMW TTIIOKOKOPTUKOMAOB (XMMEPHbIE MOHOKIOHArbHbIE
aHTMTena krmacca G npotms CD20) sBnsieTca MeHee
TOKCWYHOW anbTepHaTtueon LIO.

B  onucaHHOM  Hamu
npeAcTaBneHa reHepanu3oBaHHas

KNWHUYECKOM  CIyyae
dopma T[MA ¢
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NOPaXXEHWEM He TONbKO BEPXHUX [bIXaTenbHbIX MyTel, HO U
nerkux, novek, cepgua. C MOMEHTa mepBbIX CUMNTOMOB
3aboneBaHus [0 MOCTAHOBKW MpaBWNbHOTO [uMarHosa
npowno 9 mecsues. Ha mMomeHT BepudmkaLmm auarHosa
nauMeHTka y¥e wumena HeoOpaTumble W3MEHEHWS CO
CTOPOHbl  XM3HEHHO-BAaXHbIX ~ OPraHoB U CUCTEM.
lMpoBegeHHOe KOMMIEKCHOE NeyeHune, Bkioyas Guonoru-
4eckyto Tepanmio, 0kasanoch HedMPdEKTUBHLIM HA AaHHOM
aTane 3abonesaHus, u3 - 3a no3aHen guarHoctuku MMA

BbiBogbl. CriegyeT 0TMETUTb, YTO AuarHocTvka MIA B
[aHHOM cnyyae Obina 3aTpygHeHa BBWAY PemKoOCTy
3aboneBaHusl, MONMOPraHHOCTW MaTomorAK, OTCYTCTBUM
cneuuduyeckux npusHakoB B aebroTe 3abonesaHus, yTo
notpeboBano nposeaeHuUs andcepeHLmancHoro amardo3a
Mexay — OHKomaTonorvew,  TyBepkynesom,  Apyrumu
CUCTEMHbIMK Backynutamu. PaHHee onpepeneHve AHLIA
noBblLLaeT YactoTy auarHoctuku TIA, a cBoeBpeMeHHoe
YCTAHOBMEHWE AMarHo3a NO3BOMSET, KaK MOXHO paHblue
HasHauMTb  Tepamutd 1 u3bexaTb  MHBanNMAM3aLuu
naumeHToB. C MomeHTa fgebioTa 3aboneBaHus nauueHTka
obpallanacb 1 Habntopanacb y pasHbiX CMeLManvcToB;
BOI, nynbmoHonor, dtusuatp, oHkonor, peematonor. [Ans
MOCTaHOBKW uarHo3a notpeboBancs TwaTenbHbIi aHanma
KNMWHMYECKOW  KapTUHbl B LEMOM,  pe3ynbTaToB
MHOXECTBEHHbIX,  MPOBEAEHHbIX  nabopaTopHo  —
WHCTPYMEHTANbHbIX, B TOM YUCNE  [UCTONOrUYECKMX,
nccnegoeanui.  3anogo3putb  3aboneBaHue  MOMOrMM
NPU3HAKW  CUCTEMHOCTU  KIMHUYECKUX  MPOSIBIEHWA,
oTcyTCTBME dpdheKkTa HecrneLmduyeckon 1 cneyndrnyeckon
Tepanun  (MPOTMBOTYBEPKYNE3HOW, MPOTMBOOMYXONEBON)
NopaXeHHbIX OpraHoB U cucteM. KpaiiHe BaxHoe 3HaveHue
ans  sepudukauuu TTIA, Kak ¥ ApyrMX  CUCTEMHBIX
BackynuToB, WmeeT Ouoncust  («30MOTOM  CTaHZapT
OMarHoCTUKUY) U pelawllas ponb B AUarHoCTHKe
CUCTEMHBIX Backynutos, B ToMm uucne [TIA, npuHagnexut
natomopdgornory. K coxaneHuio, HenpasuIbHas
nepBoHaYanbHas TPAKTOBKA NaTONOTMYECKUX W3MEHEHUi
OvonTata nerkMx nauMeHTKU npuBena K OTCPOYEHHON
Bepucmkauum TTIA, BbIpaXeHHOMY CHWXEHMIO KayecTBa
KM3HW NALMEHTKM B NEpUof, BCEro TeyeHns 3abonesaqus u
neTanbHOMYy 1cxogy.

Bknad asmopos. Bce asmopbl NpuHUManu pagHOCUNbHOE
ydacmue npu HanucaHuu 0aHHol cmambu.

KoHgbnukm unmepecos - He 3as8/1eH.

®uHaHcuposaHue - [lpu nposedeHuu OaHHOU pabombi He
6bi10  (hUHAHCUPOBAHUS ~ CMOPOHHUMU  Op2aHu3ayusmMu U
MeQuyUHCKUMU npedcmasumensmu.

[aHHbil Mamepuan He bbin 3asi8nieH paHee, Onis nybnukayuu
8 dpyaux u3daHusX u He Haxodumcs Ha paccMOMpPeHUU OpyauMu
u3damenscmeamu.
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