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Pestome

IpaHynemato3 BereHepa (IB) — penkoe cuctemHoe 3abone-
BaHWe Hen3BeCTHON 3Tnonormn. MMcTonaTonormyeckn xapakrepu-
3yeTcA rpaHynemMaTo3HO-HEKPOTUYECKMM CUCTEMHbIM BacKysu-
TOM, Hanbonee YacTo BOBMEKAIOLWMM BEPXHME U HUXKHUE AbiXa-
TesbHble MyTW C JaNbHEWLWMM nopaxkeHnem nerkux. [e6ioT B B
6ONbLINHCTBE CllyyaeB OTMYAETCA HecneundUYHOCTbIO KIAMHU-
YeCKOWN KapTWHbl 1 CNOXHOCTbIO CBOEBPEMEHHOW ANArHOCTUKY,
UTo BeAET K 3aflepKKe HeoOXOAVMOro NleYeHUs U yXyhLIeHo
nporHo3sa.

MpencraBneH cnyyan B, BbI3BaBWNIA 3HAUMTENbHbIE CIIOX-
HOCTU B AMArHOCTMKE Ha HayanbHOM 3Tare pa3BuTUA GONe3Hu.
AunarHo3 6bin YCTaHOBMIEH Ha OCHOBaHWM MPUCYTCTBUA ABYX U3
yeTblpex ANArHOCTUYECKNX KpUTepPUEB, MPUHATbIX AMepPUKaHCKOW
Konnervien pesmatonoros (1990) — Hanuume MAOTHOrO UHGUIIb-
TpaTa B JIErKUX U MUKpOreMaTypuu, a TakKe MOMOXUTENIbHOro
pe3ynbTaTa WMCCNeAOBaHUA COAEPMXaHUA aHTUHENTPODUIbHbBIX
unTonnasmatuyeckmx aHTuten (ANCA) K npotenHase-3.

Knioyeesble cnoea: cycTemHble BacCKynuTbl, rpaHysiemarto3
BereHepa, gnarHocTuka.
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WEGENER'S GRANULOMATOSIS: CASE OF EARLY DIAGNOSTICS

I. Yu. Vatanskaya, O. S. Olenitskaya, T. I. Stepanenko,
1. P. Strecozova, Yu. O. Vatanskaya

Abstract

Wegener's granulomatosis (WG) — a rare systemic disease
of unknown etiology. Histopathologically the disease is charac-
terized by granulomatous necrotizing systemic vasculitis, most
often involving the upper and lower airways with further lung
damage. Clinical debut of WG in most cases is nonspecific.
Timely diagnostics is very complex, leading to a delay of treat-
ment and poor prognosis. The case of GW, which caused consid-
erable difficulties in diagnosis at an early stage, was presented in
current report. The diagnosis was established based on the pres-
ence of two out of four criteria of American college of rheuma-
tologists (1990): presence of dense infiltrate in the lung and
haematuria, as well as positive proteinase-3 anti-neutrophilic
cytoplasmatic antibodies (ANCA) test.

Key words: systemic vasculitis, Wegener's granulomatosis,
diagnostics.
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lpaHynemato3 BereHepa ([B) — pigKicHe cuctemHe
3aXBOPIOBAHHA HEeBIOMOI eTionorii, rictonaTonoriyHo
XapaKTepn3yeTbCA rpaHyeMaTo3HO-HEKPOTUYHIM CUCTEM-
HUM BacKysniTOM, HanbinbLl YacTUM 3anyyaHHAM BEPXHIX i
HWXKHIX AMXaNbHUX WNAAXIB 3 MOJaNblUMM ypaKeHHAM
nereHb Ha Pi3HKX CTagiAX 3aXBOPOBaHHA y OinbwocTi naui-
€HTIB. Y NaToONOriyHWi NpoLec MoXyTb OyTY 3anyyeHi i iHwi
opraHv N CUCTEMU: HUPKW, OpraHu 30pYy, LeHTpasbHa
HepBoBa cuctemMa i 1.4. [ 11. Mepwwinn onuc B BigHOCKTbLCA
0o 1931 poky. H. Klinger i F. Wegener (1936, 1939) Buginunu
3aXBOPIOBaHHA AK CaMOCTIIHUA CUHAPOM 3 XapaKTepHOI
Tpiago O3HaK: HEKPOTU3YIOUMIA FPaHYNeMaTO3HNIA BacKy-
niT, rnomMmepynoHeppuT, CUCTEMHUIA HEKPOTU3YIOUMI BaCKy-
NIT 3 ypaKeHHAM apTepili ApibHoro Kanibpy i BeHO3HOro
pycna [2].

He3Baxatoum Ha Te, WO K/iHIYHI NpOoABM 3aXBOPIOBAHHA
nobpe onwvcaHi B nitepaTypi, BUHWKAE YMMano TpyaHOLLIB
NPV PaHHi NOro fiarHoCTUL, WO NOB'A3aHO 3 HeJOCTaTHIM

© BataHcbka I. K0, OneHunubka O. C,, CrenaHeHko T. I, Ctpeko3osa l. 1,
BataHcbka 0. O, 2013

3HaHHAM PaHHIX CUMNTOMIB i BIACYTHICTIO Y JlikapiB HacTo-
POXeHOCTi Woao 3axBoptoBaHHA. [B BigHOCKMTbCA A0 uncna
BiJHOCHO PIiAKICHMX 3aXBOPIOBaHb, NPOTE OCTaHHIM YacoMm
Bifj3HaueHa TeHAeHUiA Ao 36inblleHHA nowunpeHocTi. B
MOXe BUHMKaTK B Oyab-AKOMYy BiLli, YacTiwe y Bili 25-55
POKIiB, YABiUi YacTile y YONOBIKiB, HiX Y XiHOK. [owmnpeHicTb
B B €EBponencbKmx KpaiHax — 5 Ha 100 000 HaceneHHs [7].
CknagHe NUTaHHA i Npo NPUYMHK Po3BUTKY B i nepBMHHMX
CMCTEMHUX BaCKyNiTiB B Llinomy. Y Har3aranbHillOMY BUrNA-
Oi MeXaHi3M BUHWKHeHHA B, Ak i 6yab-Akoro BacKynity,
NMOACHIOIOTb IMYHHOI AUCYHKLIEW, KONMW KINITUHWU iMyHHOT
CUCTEMM OpraHi3My i BUpoO6NeHi HUMK arpecrBHi PeYoBUHN
NOYMHalOTb aTaKyBaTW BMacHi TKaHWHW i opraHu. Y cBoko
yepry, Taky ayToarpecito MOXyTb BUK/INKATU Pi3HOMaHITHI
UMHHWKW. Bennke 3HaueHHs MatoTb iHOeKLUIT AK rocTpi, TaK i
XPOHiyHi. B gaHuin yac B po3rnagatoTb AK CUCTEMHUI Bac-
KyNiT 3 NnepeBa)KHVIM yparKeHHAM CYAUH ApibHOro Kaniopy.
HiarHo3 B BMCTaBNAETbCA 3 BUKOPUCTAHHAM KPUTEPIiB
AMepurKaHCbKOI Koneril peBMaTonoris, WO A03BONAE Bigo-
KpemMuTu Lie 3aXBOPIOBaHHsA Bif iHWMX popM BacKyniTis. [Ans
NMOCTaHOBKM fiarHo3y HeobxilHa HasBHICTb y XBOPOro [1BOX
03HaK 3 YOTMPbOX: O3HaAKM YPaKEHHA BEPXHiX AMXanbHUX
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LUNAXiB, BUPA3KM C/IM30BOI POTa, HasABHICTb iHQiINbTpaTiB abo
NMOPOXXHWH Ha PEHTreHorpamax JIereHiB, CEHOBUN CUHAPOM Y
BUINALI MikporemaTypii abo epuTpouuTapHUX LUAiHAPIB,
riCTONOrivHi 3MiHW Y BUrNAZI rpaHy/IbOMaTO3HOrO 3ananeH-
HA CTIHOK apTepili, apTepion abo B nepmnBacKynsapHOMY Mpo-
cTopi B 6ionTari [4, 8]. B ocHOBI B nexuTb nopylueHHa Kni-
TUHHOTO Ta r'YMOPaJibHOrO iMyHiTeTy; GOpMyBaHHA aHTUHEN-
TpodinbHUX yutTonnasMaTuyHmx aHTuTin (ANCA) , po3BUTOK
[B3-cnHppoMmy, NopyLlleHHA MiKpouMpKynauil. YTBOpeHHA
ANCA — xapakTepHa o3Haka [B, BMKOpuUCTOBY€ETbCA ANA
paHHbOI AiarHocTukn B, ToMy Wo uyTnmBicTb i cneymdiy-
HicTb uboro Tecty npw B nepesuwye 70 %. Ha nigcTasi
uboro ¢akty B BigHOCATbL f0 umcna Tak 3BaHMXx ANCA-
BacKyniTis. Buginaotb gekinbka nigtunisa ANCA, Hanbinbu
xapaktepHum ana B € suasneHHa ANCA go npoteiHasu-3.

Y pebtoTi 3aXBOPIOBaHHA HayacTilla O3HaKa — ypaKeH-
HA BEPXHIX AMXaNbHUX WAAXIB. Y pO3ropHYyTI CTagii BUHUKaE
y 90-94 % XBOpUX i XapaKTepusyeTbCA 3aTATUM PUHITOM 3
FHiINHO-remopariyHNMN BURINEHHAMN, BMPA3KOI CIN30BOI
060/10HKN HOoca. Moxnuee ¢opMyBaHHA cignonogibHoi
nedopmalii Hoca 3a paxyHOK AeCTpyKLUii KiCTKOBUX i XpsALLO-
BVIX CTPYKTYP HOCa B XOAi 3ananbHoro npouecy. Kpim puHity
MOXYTb 6YTI NAaTONOriYHI 3MiHM B Tpaxel, NPUAATKOBUX Nasy-
Xax HOCa, MOPOXKHWHI POTa, ropTaHi 3 HaCTyNnHUM GopmMyBaH-
HAM rpaHynboMm. MNpn 06'eKTBHOMY AOCNIIKEHHI B MOPOX-
HVHI HOCa cfiM30Ba 06ONOHKa pi3ko HabpAKna, rinepemosa-
Ha, He CKOPOUYETbCA Mif Ai€l0 agpeHaniHy, AMXaHHA Yepes
HiC yTpyAHEeHe, AK MPaBWO, € MHiMHI BUAINEHHA 3 HOCa, HOCO-
Bi KpOBOTEUi, BUPa3KOBi 3MiHW CNn30BOI 060MoHKK [2, 9].
YpaxeHHA nereHb CNocTepiraETbCA Ha Pi3HKX CTagiAX 3axBo-
proBaHHA Y 3HaUHOI KinbKocTi (Ao 90 %) Naui€eHTiB, XapaKTe-
pU3yeTbCA YTBOPEHHAM nereHeBux iHGinbTpatie, B 33 %
BMMAAKIB CyNnpPOBOMXKYETbCA KpOBOXapKaHHAM [1,5]
MporpecyBaHHA XBOPOOW i 3anyyeHHA B MpoLec 6POHXiB,
nereHiB NPMBOAUTbL O JINXOMaHKM, 6OMICHOro Kalumto, Kpo-
BOXapKaHHsA, 60NiB Y rpyAHil KNiTLj, 3aaULLIKK.

3ane)KHo Bif YpaeHHA HUPOK BUAINAIOTb reHepaniso-
BaHy i 06mexxeHy popmu 'B. Y nebioTi 3axBoptoBaHHSA rnome-
pynoHedput crnoctepiratoTb y 11-18 %, a B pO3ropHyTiii
cTagii — y 77-85 % xBopux. YpakeHHA HUPOK, NepLu 3a BCe,
BUABMNAETbCA CEUYOBMM CUHAPOMOM (reMaTypisi, MpoTeiHypis,
uuninapypia). Mpw BigCyTHOCTI NiKyBaHHA y NaLi€HTIB LWBWA-
Ko (B cepefHbOMy MPOTAroM 5 MiCALiB) PO3BMBAETHCA XPO-
HiYHa HMpPKOBa HepoCTaTHICTb (XHH), Aka Hanbinbw yacTo i
CTa€ NpUYNHOIO CMepTi. HaBiTb Ha Tni agekBaTHOI Tepanii
XHH, wo Bumarae remogianisy abo nepecagku HMPOK, Po3-
BMBAETbCA GinbLL HiXX Y 30 % XBOPUX. YPaXKeHHA ouelt BUHW-
Kae y 28-58 % xBopux, y 6-8 % — B gebtoTi xBopobu. Y 8 %
XBOPUX YpPaKeHHA ouyen npu3Bogutb Ao cninotu [10].
MceBponyxnvHa opbiT — OAVH i3 XapaKTePHMX CUMMTOMIB
B — HeobxigHO AndepeHUitoBaTV 3 IHPEKLINHMK 3aXBO-
PIOBaHHAMM, 3N0AKICHUMM | JOOPOAKICHNMMN HOBOYTBOPEH-
HAMKW. TakoX y MauieHTIB MoOXe Big3HauatTuca cyrnobosuin
CUHAPOM (apTpanrii, Mirpytounin noniapTput gpidbHKX i BeNu-
Kux cyrnob6is 6e3 gectpykuii — y 32-53 % xBopux y aebtoTi i
y 67-76 % y npoLeci po3BMTKY XBOpobu), Mianrii, TMxomaH-
Ka, CXy[HEHHSA, YpaXkeHHsA WKipwy (y Burnagi nypnypw, nany-
NbO3HOTO, BE3VKYNbO3HOIO BUCUMY), YPa)KeHHA HepBOBOI
cuctemu (MOHOHEBPWUT, pifLlie AucTanbHa, CMMeTPUYHa noni-
HelponarTisa cnocTepiraloTbca y 22-50 % XBOpKX), ypaeHHs
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cepua (MiokapauT, apuUTMii, NepuKapanT, KOPOHAPWUT, 3aaT-
HUI NPY3BECTM A0 BUHNKHEHHSA iIHPapKTy MiokapAa, cnocTe-
piratotbca y 30 % XBOpKX), @ TaKOXK reMopariyHnim LuctuT,
Lo MOXKe BYTU AK HacnigKoM Tepanii uknopocdamigom, Tak
i BUHMKaTN B pe3ynbTaTi HEKPOTK3YIOUOro BacKyniTy CyauH
ceyoBoro Mixypa [6]. XBopux Takox TypOytoTb HecneundiyHi
CUMMTOMM: FONIOBHWI Ginb, BTpaTa aneTuTy, pPi3Ko BUpaXkeHa
cnabkicTb i nMxomaHKa (NiABULLEHHA TemnepaTypu BuLle
38°C). XapaKkTepHi 3MiH/M NabopaTOPHUX MOKA3HUKIB: HOpP-
MOXPOMHa aHeMisi, TPOMOOLNTO3, HENTPOGINbHNUI NenKoun-
103, NnpuckopeHHa WOE, nigeuweHHs pisHa CPB. Y 50-70 %
nauieHTiB MoxnunBo BuABUTU ANCA, AKi € TaKOX i YNHHUKOM
HeCnpuATIMBOrO NPOrHO3y 3axBoptoBaHHA. [MpubnusHo y
KOXHOr0 ApYyroro nawieHta moxe OyTv BUABNIEHWIN peBMaTo-
inHWI dakTop (PO), WwWo € HecneUMdiYHM MapKepOM aKTuB-
HocTi B. PiBeHb cnpoBaTKoBMX Ig, AK NpaBufo, B Mexax
HOopMU, migBuweHHA BmicTy LBK, rinokomnnemeHTtemis,
nosiBa aHTUTIN O MeMOpPaHU KIybouKiB He xapakTepHo [11].

Ona KnacuyHoi KapTUHW rpaHynemaTto3a BereHepa
XapakTepHa Tpiaga O3HaK: ypaXkeHHA BepPXHiX AuXanbHUX
LUAAXiB, NereHis i HUPOK. YacTo Ha nepwwmin NnaH BUCTYNae
CUMMTOMATUKa XPOHIYHOrO PUHOCUHYCUTY, ane npoTu3a-
nanbHa Tepanis, WO 3BMYaNHO 3aCTOCOBYETHCA MpPU NiKy-
BaHHi FOCTPUX PUVHITIB i CUHYCUTIB, He Aa€ epekTy. Tomy o
YTOUYHEHHA KIiHIYHOro AiarHO3y XBOPi HepiAKo 3BepTaloTb-
ca po daxisuis pisHoro npoodinio. Tinbku y 50 % xsopux B
[iarHOCTy€eTbCA B NepLli 3—6 MicAuiB Bif moyaTKy xBopobu, a
y 7 % — uie 3aXBOPIOBaHHA He [iarHOCTYETbCA HaBiTb NPOTA-
rom 5-16 pokiB Big NOABU NepLWMNX KNiHIYHUX CUMNTOMIB [4,
12]. BupiwanbHe 3HaueHHA 1A NOCTAaHOBKM [AHOTO AiarHo-
3y Mae bioncia.

3rigHO 3 niTepaTypHUMK AaHVMMK, NeTanbHiCTb npu B
3apa3 3a/MWAETbCA BMUCOKOW. Harnbinbw yacTi npuunHn
neTanbHKX pe3yNbTaTiB — iHTEePKypPeHTHI iHdeKLi, AnxanbHa
Ta HMPKOBA HEAOCTaTHICTb , CepLeBO-CyAVHHI KaTacTpodu,
3M10AKiCHi HOBOYTBOPEHHA (pak ceyoBOro Mixypa). Lle
06yMOBIIOE HEOOXiAHICTb CBOEYACHOT iarHOCTUKM 3aXBOPIO-
BaHHA 3 MOJanblUMM PaHHIM MPW3HAYEHHAM arpecuBHOI
Tepanii 4O PO3BUTKY HE3BOPOTHbOIO YpParKeHHA XWUTTEBO
BaXKNMBMX opraHiB. B HeobOxigHO 3anigo3puTi Y BCiX XBOPUX
3 IMXOMAHKOIO, CXYHEHHAM i O3HaKaMu NoniopraHHoOI nopas-
KW (BePXHiX ANXaNnbHUX LWAAXIB, NIEreHiB, CEYOBUN CUHAPOM,
CyAViHHa nypnypa, MOHOHeBpwuT). Mpwn agekBaTHoI Tepanii B
N'ATUPIYHA BUXKMBAHICTb CTaHOBUTDL bGinblue 65 % [3, 12].

BuginatoTb 4 ctagii xsopobu:

| (pUHOreHHWIA FPaHyNeMaTo3) — rHiHO-HEKPOTUYHNIA,
BMPa3KOBO-HEKPOTUUYHUIN PUHOCUHYCUT, Ha30papuHTiT,
NAPVIHFIT, AeCTPYKLIA KICTKOBOI i XPALOBOI TKAHNHN HOCO-
BOI NEPETUHKN | OYHMLIb;

[l (nereHeBa) — NOLWVpPEHHA HEKPOTU3YOYOro BacKyni-
Ty Ha JflereHeBy TKaHUHY 3 (OpPMYyBaHHAM rpaHynboM,
NMOPOXHVH i BTOPUHHOIO 3ananeHHs;

[l (reHepanizoBaHe ypaxKeHHs) — reHepanisauia npo-
Liecy i3 3aKly4eHHAM B MaTONOTiYHUIA NpoLec nereHb, HUPOK,
cepLeBO-CyAMHHOI cucTemu, cyrnobis, LWKipKW, CIM30BKX
060NOHOK, TPaBHOTO TPaKTY;

IV (TepmiHanbHa) — PO3BMTOK HMPKOBOI Ta AUXanbHOT
He[0CTaTHOCTI, WO NPK3BOAATb A0 3arnbeni xBoporo.

Po3pi3HAloTb reHepanizoBaHnii (3 ypaxkeHHAM HUPOK) i
nimitoBaHMM (6e3 yparkeHHA HUPOK) BapiaHTK nepebiry xBo-
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pobu. OCKiNbK/ BUABNEHHA CUCTEMHOIO HEKPOTM3YOYOro
Backynity y llli IV ctagiax acouinoBaHe 3 BUCOKOK CMepPTHiC-
TIO HaBITb MNPW afeKBaTHOMY JliKyBaHHiI, Haf3BNYalHO aKTy-
aNbHUM € OO PaHHA fiarHOCTMKa.

MNpencTtaBnAEMoO BMMNagoOK PaHHbOI AiarHOCTUKM reHe-
panizoBaHoi popmu rpaHynemaTosa BereHepa.

XBopa B., 62 pokiB, NeHcioHepKa, NepebyBana Ha cTaLi-
OHapHOMY NiKyBaHHi B My1bMOHOJIONYHOMY i peBMaTono-
riyHoMy BifgineHHAX JlyraHCbKoi 06nacHoOT KniHiYHOT Nikap-
Hi 3 21.03.13 no 06.04.2013 p.

Mpv HagxopXKeHHi Ao cTauioHapy 6ynn ckapru Ha nig-
BULLEHHA TeMmepaTypu Tina go cy6dpebpunbHux umndp npo-
TAromM [o6U, Kalenb 3 Mi3epHOK CIM30BOI MOKPOTOIO 3
MPOXMSIKaMU KPOBi, 6051 B HUXHIX Bigainax rpyAaHol KNiTku
npv AuxaHHi, 6inblie NpaBopyy, CTOMIOBAHICTb, 3aranbHy
CNnabKiCTb, 3HVXKEHHA CNyXy, BTPaTy y Ba3i Tina fo 2 Kr 3a yac
XBOpPOOU.

3 aHaMHe3y: paHille Mo nereHesin NaToNorii He cnocTte-
piranaca. 18.02.13 3axBopina rocTpo: nigsMwunaca temne-
patypa po 38°C, 3'aBunuca 6oni i nepLwiHHA B ropni, Cyxui
Kawesnb. byB BUKAVKaHUI AiINbHUYHWIA NiKap, NPU3HaYeHO
nikyBaHHA (aHTMGaKTepianbHa, NpoTM3ananbHa Tepanis),
noninweHHA He Bia3Havana. MNpu peHTreHorpadii opraHis
rpynHoi KnitmHu Gyna BusABneHa iHinbTpauia cepeaHboi
YacTKK. 3 AiarHO30M HerocnitanbHOI MHEBMOHIT cepeaHbol
yacTku npasoi nereHi, Il kKateropia, IH O cT. rocnitanizosa-
Ha B TepaneBTWYHe BIAAINIEHHA 3a MiCLeM MPOXMBAHHA.
Yepes 2 TWXKHi Big noyaTKy 3axXBOPIOBAHHA Ha T/i aHTMOAK-
TepianbHOI (ratndnokcaumH, LedTpiakCcoH, amikaLuH), npo-
TV3ananbHOW | AEe3iHTOKCMKALINHOI Tepanii NpuegHanoca
KPOBOXapKaHHA i 3HUXKEHHA CNyXy, Ake 6yno po3LiHeHO AK
no6iyHMIN edpeKT Bif NPU3HAYEHHA amikauuHy. MpoTarom 3
TUXKHIB NliKyBanaca B TepaneBTUYHOMY BiadifeHHi 3a micLem
NpPoXnBaHHs, 6e3 noninweHHs. CamMoCTiHO 3BepHYyaca Ao
JlyraHcbKoro o651acHOro OHKOJIOTYHOro AncnaHcepy, byna
rocnitanizoBaHa i obcTexeHa y BipAineHHi TopakanbHOI
xipyprii. [liarHO3 NyXNMHHOrO ypaXeHHA nereHb BUKIYe-
HWIA. BucTtaBneHnid giarHo3 no3anikapHAHO! npaBobiyHOl
MHEBMOHIT cepefHboi YacTKK, 3aTaxHUIA nepebir. FIOH 0-1
ct. CynyTHIin giarHo3: MegnkameHTO3Ha anepris Ha gumen-
pon.

[lns noganblioro NikyBaHHsA Ta OOCTEXXeHHA rocnitani-
30BaHa [0 MyJbMOHOMNOrIYHOro BiAAdiNneHHs ob6nacHoi
niKapHi.

MepeHeceHi XBOpOOW: 3aCTyAHI 3aXBOPIOBAHHS, amneH-
OeKToMis, KoB3awua rpu xa fgiadpparmu, Kidpockonios.
CnapKkoBMI aHaMHe3 He OOTAXeHW. AnepronoriyHmn
aHaMHe3: BifI3HaYa€ HenepeHOCUMICTb AUMeapony.
Mpn HagXxopMeHHi 3aranbHUA CTaH CepeaHbOTAXKUN.
brigicTe WKipAHNX NOKPUBIB. 3HUXEHOro XapuyBaHHA.
Kipockonios. Y nereHax Ha Tni ocnabneHoro »opCTKoro
AVXaHHA MpaBopyY BUCIYXOBYIOTbCA MOOAMHOKI BOJOri
xpunu, YAP 20 3a 1 xB. ToHN cepua AcHi, putmiyHi, YCC —
983a 1x8., AT 100 /70 mm pT. cT. CaTypauisa KpoBi KucHem 94
%. MKuBIT BTArHYTUIA, Npy Nanbnauii 6e36onicHUA. H1XHIA
Kpall MeuiHKM BM3HaAYaBCA MO Kpak pebepHoi ayru.
CenesiHka He 36inblueHa. CMUMNTOM NOCTYKyBaHHA HeraTuBe-
HUIA 3 060X 60kKiB. Di3ioNoriyHi BiANpPaBNeHHs He NopyLEeHi.
MepudepnyHi HabpAKKM BiACYTHI.

AHani3 Kposi KniHiuHuit: Ep . — 3,83 x 102/ n, He —
9r/n,un—0,77,1.—224%x10°/n,n—5%,c—78%,
e—1%,n—6%,m— 10%, LUOE — 57 mm/ rop. Y avHamiui:
J.—21,0%x10°/n,Hs—85r/n, lLOE — 50 mm / rog.

AHani3 KpoBi 6ioxiMiuHMIA: 3aranbHUN Ginipy6iH —
4,6 MKmonb / N, ceyoBUHa — 12,5 MMONb/N , KpeaTUHIH —
191,2 mkmon /n , AlIT — 0,25 mkmonb / ( mn X rop) , Kt —
3,8 mmonb / n, Nat — 140 mmonb / n , rnoKo3a —
5,1 MMonb /n , rNiKo3WnboBaHUN remornobiH — 5,7 %.
MpoTpomb6iHoBUIA iHAeKC — 78 % , pibpuHOreH — 6,221/ n.
3HMKEHHA PiBHA 3aranbHoro 6inka go 57 r/ n, nigBuLLeHHA
piBHA C- peakTnBHOro npoteiny > 0,6 mr / n. PeBmaToigHMi
daKTop BiACYTHIN.

Y 3aranbHOMYy aHani3i MOKPOTWHHA: anbBeONAPHI
Makpodarv — 36inbleHa KinbKiCTb, NeNKOLUTM — A0 Lino-
ro nonA 3o0py, epuTpounTn — %2 Nona 30py, mMeTannasia
eniTenito 3 BakyonbHOI auctpodicio yutonnasmu, AK, KYTI,
NMHEBMOLNCTL He BUABMEHI. 3araibHUI aHani3 ceui: »KOBTa,
KanamyTHa, BigHOCHa WinbHicTb — 1015, rnioko3a — Hera-
TUBHa, 6inok — 0,33 r/n, nenkountn — po 28-30 B noni
30py, eputpounTn 3miHeHi — o 1/3 B noni 3opy, ypatn —
6araTo. Y guHamiui: 6inok — 0,016 r/n, rnioko3a — BigCYTHA,
nenkountTn — 3—4 B Noni 30py , EPUTPOLUTN CBiXi — 2-5 B
noni 3opy, 3epHUCTi yuninapn — 0-3. Mpwn HakTepionoriy-
HOMY AOCNIAXKEHHI MOKPOTUHHSA: APiKAXKOBI rpnbu 2 X 102,

lpoBeaeHO BM3HAYeHHA BMICTY B CMpoOBaTLi KpOBi
ANCA po npoTeiHa3un-3 MeToaoM HenpAmoi imyHodnoopec-
LeHUii — aHTWTINa BUABNEHI B AiarHocTuyHoMy TUTpI (1:50;
TUTP HVXKUMI 33 1:10 BKa3ye Ha BiAEMHWI pe3ynbTar).

KT opraHiB rpyaHOi KniTHW (pUC.): MHEBMOHIA NpaBo-
pyy cepeaHbOi YacTKN. EKCyaaTMBHUIM NneBpuT NiBopyy.

»

N >

Puc. Komn’tomepna momozpadgpia eucokoi po3dineHoi 30am-
Hocmi: WineHull ininompam (cmpinka) e S,npaeoi nezeHi.

DibpobpoHxocKonia — ABOCTOPOHHIN Andy3HMIN KaTa-
panbHUIN eHJOo6POHXIT 1-2 cT. OBMeXeHNA reMopariuyHni
eHA06pPOoHXIT. JocnigKeHHA GPOHX0aNbBEONAPHOT NaBa-
HOI piAnHN 3 TpaxeobpPOHXiaNibHOro AepeBy: Ha TNi CAU3y
BM3HauaBCA eniTenin 6poHXiB B MOMIPHIl KiNbKOCTI, 3piaka
MakTpodaru, nenkountn — go 1-3 B n/3opy, AK, KYT, nHes-
MOLIMCTU He BUABMEHI.

Cniporpadia — nerke nopyleHHsA GyHKLiT 30BHiLWHbO-
ro AUXaHHA 3a 06CTPYKTUBHMM TUMOM.

EKT: putm cnHycosun, npasunbHuii, 3 YCC B 89 xBunu-
HY, FOpU30HTanb-He NONoXeHHs Bici cepus. MoBopoT cepuA
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KNMIHIYHI CNOCTEPEXXEHHA

npasopyu. MomipHi gndysHi 3miHM B Miokapgai meTaboniu-
Horo xapaktepy. O3HaKy enekTprYHOI anbTepHadii.

Exokapgiockonia — perypritayia Ha TPUCTYNKOBOMY
KnanaHi 1 ctyneHs, TUCK Y NpaBomy LWAYHOUKY — 40 mm pT
cT. Kamepw, KiHeTrKa niBoro LnyHouka 6e3 ocobnusocTen.
lnepkiHe3 nepeaHbOI CTIHKM NPaBoro WiyHouKa. HeBenvka
KinbKicTb nepuKkappgianbHoi Bunoty . O3Haku nereHesol
rinepTeHsil.

KniHiyHnn giarHos: paHynemarto3 BereHepa, ANCA-
acouinoBaHWi, rocTpuii Nepeobir, po3ropHyTa CTafis, reHepa-
nizoBaHa $opma, BUCOKMIA CTYMiHb aKTUBHOCTI 3 ypaxeHHAM
nereHb (iHINbTPaTVBHE YpaXKeHHA NlereHb, 4BOOIYHNI NneB-
puT), JIOP-0opraHiB (ABOCTOPOHHII Ty6OTIT), Cyrnobis (oniro-
aptpit, ®MNCI cT1.), HUPOK (HedponarTia), cepua (NepuxkapauT).

[liarHo3 6yno BCTaHOB/IEHO BPaXoBYOUM MPUCYTHICTb ABOX
i3 YOTUPbOX AIAarHOCTUYHUX  KpUTepiiB, NPUINHATUX
AMepUKaHCbKOLO Konerieto peBMaTonoriB (1990) — HasABHICTb
LWinbHOro iHINbTPaTy B NlereHAx Ta MikporemaTypii, @ TakoX
NO3UTVMBHOIO pe3ynbTaTy AOCNIAKEHHA BMICTY aHTUHENTPO-
¢dinbHMX yuTonnasmatnuHmx aHTutin (ANCA) go npoteviasu-3.

Ha Tni nposeaeHoi Tepanii ( umknodocdar 800 Mr BHYT-
pilLHbOBEHHO KpanenbHO 1 pa3 Ha Aoby OAHOpPa3oBo,

NITEPATYPA

1. ApkuHa, A. TpyaHOCTU AMArHOCTUKWU rpaHynematosa BereHepa B
npakTtuke Bpaya [Tekct] / A. ApknHa, M. T. OmenbaHeHko, E. B.
Bbop3oB 1 coaBT. // BecTH. iBaHOBCKOW MeANLMHCKOM akageMum., —
2008. — T. 13(3-4). — C. 80-81.

2. [Jyxud,l.[. TpyAHOLWi AiarHOCTUKW 1 YyCKNafHEHHA Npwv rpaHynemaro-
3i Berenepa [Tekct] / I. . Oyxwuia, B. B. basos // Jlikap. CnpaBa. —
2003. — Ne 7. — C. 94-97.

3. Kasumupko, B. K. JleueHune rpaHynomaTo3HbIx BackynmToB [TekcT] / B.
K. Kasummpko, J1. K. ViBaHnukas, B. B. KytoBon n coasrt. // CimeliHa
mMegmumHa. — 2010. — T.31. — C. 12-18.

4. Moposiok, O. M. KniHiuHWI BUNagoK Ni3HbOI MPUXNTTEBOI AiarHOCTU-
K1 xBopobu BereHepa [Tekct] / O. M. Mopostok, J1. M. LLsewp, T. I. Cyk
// MepguumHa TpaHcnopTy YkpaiHu. — 2006. — N2 1. — C. 88-92.

5. Allen, S. D. Imaging of Wegener's granulomatosis [Text] / S. D. Allen,
C. J. Harvey // The British Journal of Radiology. — 2007. — Vol. 80.
— P.757-765.

6. Gubbels, S. P. Head and neck manifestations of Wegener's granulo-
matosis [Text] / S. P. Gubbels, A. Barkhuizen, P. H. Hwang //
Otolaryngol. Clin. North. Am. — 2003. — Vol. 36 (4). — P. 685-705.

7. Mohammad, A. J. Incidence and survival rates in Wegener’s granulo-
matosis, microscopic polyangiitis, Churg-Strauss syndrome and
polyarteritisnodosa [Text] / A. J. Mohammad, L. T. Jacobsson, K. W.
Westman et al. // Rheumatology (Oxford). — 2009. — Vol. 48(12). —
P.1560-1565.

8.  Leavitt, R.Y. The American College of Rheumatology 1990 criteria for
the classification of Wegener’s granulomatosis [Text] / R. Y. Leavitt,
A. S. Fauci, D. A. Bloch et al. // Arthritis Rheum. — 1990. — Vol. 33.
—P.1101-1107.

9. Pagnoux, C. Vasculitis of the upper airways [Text] / C. Pagnoux, N. E.
Wolter // Swiss. Med. Wkly. - 2012. — Vol.142. — P. 44-58.

10. Kubal, A. A. Ocular manifestations of ANCA-associated vasculitis [Text] / A.
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megpon 40 mMr Ha o6y, Kanbgiym 2 kancynu 1 pa3 Ha go6y,
dpakcunapuH 0,3 Mn, racTponpoTekTopu) BiA3HauyeHa
no3uTMBHA AMHaMiKa: HOpMani3auia TemnepaTtypwu Tina, Big-
CYTHICTb KpOBOXapKaHHsA i rematypii, 60nto B rpyfHi Knitui
i cyrnobax, BifHOBNeHHA cnyxy. BunucaHa 3 BiggineHHA nig
CnocTepexeHHA TepaneBTa 3a MiCLIeM MPOXMBAHHA 3 PeKo-
MeHgauiamu: 40 mr Megpony TpuBanui Yac 3 nofasnbLUOo
Kopekui€eo aosu, umknopocdan 800 mr 1 pa3 Ha micAaub (B
YMOBax TepaneBTUYHOro CTaLlioHapy 3a MiCLiemM MpOXXMBaH-
HA), aranypiH petapg 400 mr 1 pa3 Ha goby npoTArom mica-
ua, TapandepoH 1Tabnetka 2 pasu Ha feHb Nif KOHTponem
aHanisy KpoBi i CcMpoBaTKOBOro 3asi3a Ao 4 micauis, anbda
3 Tesa 0,5 mkr 1 pa3 Ha feHb 6 micauis. Ornag peBmaTtono-
ra obnacHoi nonikniHiky yepes 1 micaub.

Taknm YmMHOM, NpefcTaBneHe CroCTePeXKeHHA AeMOH-
CTPY€ JoCTaTHbo GaraTtonukun aebiot B, Lo moxe ycknaga-
HIOBATWN PaHHIO AiarHOCTUKY | CBOEYaCHe aKTMBHE NiKyBaH-
HA, WO HAaJa€ 3HAYHWI BNAMB Ha TPUBAMICTb i AKICTb XKWUTTA
naujieHTiB. [liarHOCTMKa LibOro BaXKoro CMCTEMHOMO BaCKy-
NiTy YacCTo NpeAcTaBnAe NeBHi TPyAHoLi. [1i3HE BUABNEHHA i
noyvyaToK NiKyBaHHA NiABULLYE PU3UK reHepanisauii XBopo-
61 i 3HAYHO MOripLWYy€E NPOrHos3.
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