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Pestome

lpaHynbomaTo3 i3 nonianriitom (IMA) — Lie 3aXBOPIOBaHHA, OCHOBOIO
AKOro € ayTOIMyHHe rpaHyboMaTO3He 3ananeHHA CTIHOK CynH (BacKyniT),
3axonsiotoye ApibHi i cepefHi KPOBOHOCHI CyAnHN — apTepii, apTepionu,
BEHYNN i KaninApy — 3 3anyYeHHAM BePXHiX AUXanbHUX LINAXIB, OYeN,
HUPOK, NereHb Ta iHWKxX opraHis. IMA BigHOCUTbCA O reTeporeHHoI rpynu
CUCTEMHUX BaCKYNITiB.

MrTaHHA nikyBaHHA xBopux Ha [TIA BigHOCATbCA [0 cdepy KOMMETEH-
Ljii peBmaTonoris. Pa3zom 3 Tim, KniHiuHa cemioTuka TIA obymoBneHa ypa-
YKEHHAM BEPXHiX ANXanbHUX LWAAXIB, Tpaxel, BpOoHXiB i napeHxiMun nereHb, B
3B'A3KY 3 UMM XBOPI 3a3BMYali HANPABNAITbCA AN OOCTEXEHHA A0 OTOMa-
PUHrOsIOriB i MyNbMOHOSOTIB. TaKMM YMHOM, MPOo6sieMa CBOEYACHOT AjiarHo-
cTukuy MTA Mae MynbTUANCUMNAIHAPHWIA XapaKTep.

Y npepcraBneHomy ornagi 3a3HayeHo micue A B cyyacHili HOMeH-
knatypi CB, npuinHATii Ha 2-1 MiXXHapoAHill KOHCEHCYCHI KoHbepeHLii
(Yanen-Xinn) B 2012 poui, BUKNageHi NuTaHHA enigemionorii, natoreHesy,
naTomopdonorii, KNiHiKK, fiarHOCTWKM i NikyBaHHA TTIA.

[oknagHo BUKNaaeHi NUTaHHA natomopdonorii [MA, Moxnusi npuin-
HU GOPMYBaHHSA | CTPYKTYpa rpaHysibom Ta iHOINbTPaTiB, WO BM3HaYaloTh
KNiHiYHi NposBK, nepebir i NPOrHo3 3aXBOPIOBAHHS.

CraTTaA Npu3HayeHa Afis NPaKTUKYYMX NysIbMOHOMONIB, PEBMaTOsO-
riB, TepanesTiB Ta pagionoris.

Knioyoei cnoea: cicteMHi BaCKyniTh, rpaHysiboMaTo3 i3 noniaHriitom,
natoreHes, naToMopdosoris, KNiHiYHi CUMITOMY, [iarHOCTVKA, NiKYBaHHS.
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SYSTEMIC VASCULITIS: GRANULOMATOSIS WITH POLYANGIITIS
(WEGENER’S GRANULOMATOSIS)
E. M. Khodosh, S. L. Griff
Abstract

Granulomatosis with polyangiitis (GPA) is a disease, based on
autoimmune granulomatous inflammation of vascular wall (vasculitis),
involving small and medium blood vessels - arteries. arteriolae, venulae
and capillaries of upper respiratory tract, eyes, kidneys, lungs and other
organs. GPA belongs to geterogenous group of systemic vasculitis.

The care for patients with GPA is provided by rheumatologists. At the
same time, clinical picture of GPA include the symptoms attributed to the
lesions of upper airways, trachea, bronchi and lung parenchyma, which
make the patients to refer to HEENT physicians and pulmonoloogists. Thus,
the problem of the diagnosing of GPA has the multidisciplinary background.

This review defines the place of GPA in current nomenclature of
systemic vasculitis, adapted at 2" International consensus conference
(Chapel-Hill) in 2012, referring the issues of epidemiology, pathogenesis,
morphology, clinical course, diagnosis and treatment.

The authors highlighted the pathomorphology of GPA, possible
etiology and structure of granuloma and infiltrates, determining clinical
manifestations, a course and the outcome of the disease.

Thearticleis dedicated to practicing pulmonologists, rheumatologists,
physicians and radiologists.

Key words: systemic vasculitis, granulomatosis with polyangiitis,
pathogenesis, pathomorphology, clinical symptoms, diagnosis, treatment.
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Bonpockl fieyeHns 60MbHbIX rpaHysIeMaTo30M C MOAVAHIN-
Tom ([MIA) OTHOCATCA K CPepe KOMMEeTEeHUUU PEeBMATONOrOB.
BmecTe ¢ Tem, KnuHUueckas cemmoTtuka IMA obycnosneHa nopa-
XKeHVIeM BEPXHUX [blXaTe/bHbIX NMyTel, Tpaxeu, 6GPOHXOB 1 MapeH-
XVIMbI JIETKUX, B CBA3Y C YeM 6ONbHble 0ObIUHO HAaNPABNATCA A4S
obcneloBaHVsA K OTOMApPUHronioraM 1M nynbMOHonoram. Takim
obpa3om, npobnema cBoeBpeMeHHoW AuarHoctuku A nmeet
MyNbTUAUCLMIIMHAPHBIN XapakTep [1].

lpaHynemato3 c¢ nonuaHruutom (IMA) — 3To 3abonesaHue,
OCHOBOI KOTOPOro fBASIETCA ayTOMMMYHHOE rpaHysiemMaTo3Hoe
BOCManeHvie CTeHOK COCyf0B (BacKynuT), 3axBaTbiBawoLLiee MefKme
U cpefiHue KPOBEHOCHbIE COCYAbl — apTEPUN, apTEPWOSIbl, BEHY-
Jibl U Kanuisipbl — C BOBJIEYEHUEM BEPXHUX AblXaTebHbIX MyTei,
rnas, Noyek, NErknx 1 Opyrvix OpraHoB.

© Xopow 3. M., Tpude C.J1., 2019
www.search.crossref.org
DOI: 10.31215/2306-4927-2019-105-3-52-57

YKpaiHCbKUIA NyNbMOHONOriYHNIA XKypHan. 2019, Ne 3

MepBoe HabniogeHve ¥ OMucaHUe CUCTEMHOTO BacKynuTa
OTHOCUTCA K 1897 roZly 1 NPUHaANEXNT LWOTNAHACKOMY OTONapUH-
ronory MNMutepy Makbpaingy (Peter McBride).

B 1931 ropy natonor Knurep (Heinz Karl Ernst Klinger) onu-
can naymeHTa C apTpPUTOM, 3K30dpTanbMOM, BOCMANIEHNEM BEPX-
HUX AbixaTenbHbix nyTen (BAM), cepnoBupaHoi pgedopmaumen
HOCa, rnomepynoHedpUTOM 1 MOpaKeHMeM JIEFOYHON TKaHMW.
lMcTonornyecky onpegensnca BacKynuT ¢ GopmmnpoBaHuem rpa-
Hynem. KnuHrep pacueHun 3T U3MeHeHWA Pa3HOBUAHOCTbIO
Y3€N1KOBOro nonnapTepumnTa, a He OTAeNbHON HO30/10rMYeCcKomn
dopmoin.

Opyr KnvHrepa, C KOTOPbIM OH X B OAHOWN KOMHATe CTyfeH-
yeckoro obwexutua, Opugpux BereHep (Friedrich Wegener),
TOXe natonor, B 1936 r. nccnefosan Tpex NauMeHToB C aHanorny-
HbIMV CMMMTOMaMMN 1 BblAeNUn 3To 3aboneBaHve B OTAENbHYIO
natomopdonornyeckyto 1 Hosonormyeckyt ¢opmy. Bcero
BereHep onucan cemb criyyaeB BaCKynuTa MeJsikux COCyfoB C rpa-
HyJIeMaTO3HbIM BOCMasieHnem.
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B 1954 rogy amepukaHckue Bpauu I. F'yaman n Ix. Yapr (G.C.
Godman u J. Churg) Bbigenunu Tpragy naTonornyecknx nprsHa-
KOB rpaHynemaTto3a BereHepa: CUCTEMHbIN HEKPOTU3UPYIOLWNIA
BACKYJINT, CUCTEMHOE rPaHyNIeMaToO3HOe HEKPOTU3MpYIoLLee BOC-
nasieHve gbixaTeNbHbIX NyTeN N HEKPOTU3INPYIOLWWIA FIOMepYyo-
HedpuUT.

[NepenmeHoBaHue rpaHynematosa BereHepa B rpaHynemaros
¢ nonvaHrumtom (IMA) 660 BbI3BaHO Ha3peBLUe HeoOXoANMO-
CTblo MepecmoTpa Knaccrdukaumm 6onesHen C ynpasgHeHvem
SMOHVMUYECKON TepMuHonoruu [2].

[TIA oTHOCKTCA K reTeporeHHoN rpymnrne CMCTeMHbIX BacKysu-
ToB (CB).

CB OTHOCATCA K 4YMCNy OTHOCWTENbHO peakux 3abonesa-
HWIN — pacnpoCTpaHeHHOCTb Konebnetca ot 0,4 po 14 n Gonee
cnyyaeB Ha 100 Tbic. yenoBek. CB 06beanHAIOT reTeporeHHyio
rpynny OCTPbIX M XPOHUYECKIMX 3a60neBaHWii, BaKHENLLMI NaTo-
MopdonormyeckMmn nprsHakamy KOTOpbIX ABMAIOTCA BOCMase-
HMe 1 HeKPO3 COCyANCTON cTeHKM [3]. InarHocTnpoBaTb BaCKynnT
CJIOXKHO BC/IeACTBME WNPOKOro CrekTpa KINHUYeCKMX Npossie-
HWIA, KOTOPble 3aBUCAT OT NpeobnajatoLiero pasmepa nopaxeH-
HbIX COCY[OB, BOBJIEYEHHbIX OPraHOB 1 CUCTEM, BblpaXeHHOCTU
BOCManuTenbHoro npotecca [4]. OgHako cnepyeT NOMHUTB O BTO-
PUYHBIX MPUYMHaxX BO3HMKHOBeHUA CB, Hanprimep 06 nHbeKLnAx,
3/10KaUeCTBEHHbIX OMyXOJAX, CUCTEMHbIX 3a601eBaHNAX COeANHU-
TeNIbHOW TKaHW WM peakumax Ha NpUMEHeHue JIeKapCTBeHHbIX
npenapatoB. Mpu HekoTopbix popmax CB onvcaHbl «<TpUrrepHbie»
dakTopbl, HanprMep MHPMLUMPOBaHKE BMPYCOM remnatuTta B npu
y3e/IKOBOM MnepuapTtepunte, Bupycom renatnta C npu scceHUm-
anbHOM KpYOrno6ynMHEMUYECKOM BacKyuTe.

B Tabnuue npepcrasneHa knaccndukauyma CB, onybnmnkosaH-
Haa B 2013 r. no pe3ynbTatam 2-11 MexayHapOAHON KOHCEHCYCHOW
KoHdpepeHuun (Yanen-Xunn), n HOBbIMY HampaBleHUAMM B fieye-
HVN BaCKyN1TOB, 0co6eHHO pedpakTepHbix dopm [5].

nugemuonorusa NMA

TpaguumorHo [TIA cunTaetcs pefkum 3aboneBaHueMm, pac-
npocTpaHeHHocTb KoToporo B CLLUA coctaBndaet 25-60, a 3abone-
BaemMocTb — 3—12 cnyvaeB Ha 1 mnaH HaceneHua. OfHako 3a
nocnefHue 30 fleT OTMEUYEHO yBenMyeHre 3aboneBaemMocT B 4
pa3a [6]. CpaBHUTENBHO HeaBHO MpPOBeAeHHble SNUAEMUONONN-
yecKkue MccnegoBaHusA, Nokasany AUCNpPonopUnn B pacnpocrpa-
HEHHOCTU 1 YacTOTe HOBbIX CJlyYaeB rpaHynemMaTo3a C NofnaHrnm-
TOM B 3aBUCMMOCTV OT reorpapuueckoii WwnpoTbl. Tak, AaHHbIE,
noJsiyyeHHble B €BPOMeNCKMX CTPaHax, MoKasblBalOT MEHbLUYH
YaCTOTY eXXerofHoN perncTpaumnm HoBbIX CllyyaeB Ha tore EBponbl,
B icnaHwnu (4,9 cnyyaes Ha 1 MIH HaceneHus B rof) B CPaBHEHUN C
QHaANOrMUYHbIMA  MOKa3aTeNAMM B CEBEPHbIX CTpaHax —
BenukobputaHum (10,6 cnyyaeB Ha 1 MSIH HaceneHus B rof) u
Hopseruu (10,5). LlebtoT 3ab6oneBaHna BO3MOXEH B JI060OM BO3pa-
CTe, HO vawe — B 40—65 neT, KpanHe pefko JaHHaA naTonorua
BCTpeyvaeTcAa B [eTCKOM Bo3pacTe. B esponenckon nonynauun
3aboneBaHuie BCTpeyaeTca B 1,5 pasa valle y MyxuuH [7].

STuonorvsa v natoreHes

HecmoTpa Ha MHOronetHee v3ydyeHue 3TOro 3abosneBaHus,
stuonorua [TIA ocTtaetca HeusBecTHOW. B Takmx cutyaumax B
MeanLUnHe, Kak NPaBuio, MPUHATO FOBOPUTb O BEPOATHOM «MYJib-
TudakTopHOM» NMpupofe 6onesHu, nogpasymeBasi Mpu 3TOM TO,
yTO 3aboneBaHVe Pa3BMBAETCA B pe3ysbTaTe KPUTUUYECKOro coye-
TaHHOrO BO3[eNCTBUA HECKOJIbKIX GpaKTOPOB: BO3eNCTBUA aHTU-
reHa (-oB) O4HOrO UM HECKONbKNX MUKPOOPraHNU3MOB U UMMY-
HOTFeHHbIX XMMUYECKUX CYOCTaHLMI B YCIIOBUAX HEBNAronpusTHo-
ro ropMOHanbHOro GoHa 1 BO3MOXKHOW reHeTMYecKon npeapac-
NoNoXeHHOCTU. TUNMYHOE Hauyano 6oMe3HU C NopaXkKeHus Bepx-
HUX AbIXaTeNbHbIX MyTen, NPUAATOYHbIX Na3yX HOCA, CPefHEro yxa,
ropTaHu 1 Nerknx NoaaepKMBaeT naeo 06 STUONIOrMYECKon ponu
pecnnpaTopHbIX MAaTOreHOB U BHOBb NMOGYXKAAEeT nccneaoBaTenen

Tabnuuya

Knaccudpukaumna CB (pekomenpauum 2-ih MexxgyHapoaHoli KOHCeHCYcHO KoHpepeHuun, Yanen-Xunn, 2012) [5]

[pynna BacKynuTos
BackynuTbl C nopaxeHuem Kpyn-
HbIX COCYA0B
BacKynuTbl C nopaxeHnem cocy-
[I0B CpefHero Kanmbpa
BacKynuTbl C nopaxxeHnem Mesikrx
cocyfoB

ApTtepuunT Takaacy
[MraHTOKNEeTOUHbIN apTePUNT
Y3enKkoBbll nepnapTepumnt
bonesHb KaBacakun

OCHOBHble HO30M10rnYyecKne d)OprI

AHLA-accouunrpoBaHHble BaCcKynuTbl (rpaHynieMaTo3 C MoAnaHrMmnTom (rpaHynemaTos Berenepa), Mukpockonuye-
CKUIA MOSINAHTUUT, 303MHOGWIIbHDBIN rPaHyeMaTos ¢ nofimaHrumtTom (6onesHb Yapra—-Crpocca)

MIMmyHoKoMMneKcHble BackynuTbl (@aHTU-BMK-accouurpoBaHHas 60ne3Hb, KpYornobynmHeMUYecKnin BacKynT,
IgA-Backynut (6onesHb LLleHnenHa-leHoxa), FMNOKOMMIEMEHTHBIN YPTUKapHbI BackynuT (aHTr-C1g-accounmpo-

BaHHbIN BacKynuT)

BackynuTbl ¢ nopaxeHnem cocy- bonesHb bexueta

[0B PasNNYHOro Kanvubpa
BackynuTbl C NOpaxxeHnem OAHOro
opraHa

BackynuTbl, accouumpoBaHHble C
CUCTEMHbIMU 3aboneBaHNAMN

BackynuTbl C ycTaHOBNEHHOW 3TNO-
norviemn

CnHppom KoraHa

KOXHbI NeNKOLMTOKNACTUYECKUI BaCKyInT

MepBMYHbBIN BaCKyIUT LLIeHTPasIbHON HEPBHOWN CUCTEMbI

M3onupoBaHHbI aopTUT

[ pyrue 3aboneBaHus

BonuaHouHbIN BacKynut

PeBmaTonAaHbIN BacKynut

Backynut npu capkonpose

Backynut npu opyrux cuctemHbix 3aboneBaHusAx
KpriornobynuHemMuyecknin BacKynuT, accounmpoBaHHbin ¢ HCV-uHdekunein
Backynut, accounnpoBaHHbIN ¢ renatntom B

Cndnnmc-accoummnpoBaHHbIN a0PTUT

JlekapcTBEHHO-UHAYLIMPOBAHHbIN UMMYHOKOMMAEKCHbI BaCKyMT
JlekapcTBeHHO-MHAYLUMPOBaHHbIN AHLIA-BackynuT

BacKynuT, accoLMmnpoBaHHbI CO 3/10Ka4eCTBEHHbIMM HOBOOOPa30BaHUAMM
[pyrue 3aboneBaHus

MpumeyvanHne. HCV - Bupyc renatuta C.
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K MOWCKY KOHKPETHOro MHpEKUMOHHOro areHTa. Ha atom ¢oHe
NpYBNeKatloT K cebe BHMMaHVE COOOLIEeHNS rO/TaHACKMX aBTOPOB
0 BO3MOXXHOM 3HaueHU HOULMPOBAHHOCTMN CIM3UCTON 060104-
KU MONIOCTU HOCa 30M10TUCTbIM cTadunokokkom (Staphylococcus
aureus) B KauecTBe ¢aKTopa pUcKa peLuamBupyoLLero TeueHms
ITIA [8]. OgHaKo Npr3HaTb 3TOT MUKPOOPraHK3M HaCTOALWMM 3TNO-
JIOTNYECKUM GaKTOPOM BONE3HN CIOXKHO, YUUTBIBASA MOCTOSHHOE
€ro NPUCyTCTBME B TaK HAa3bIBAEMOM «MUKPOBHOM neli3axe» 340-
POBOW KOXI YenoBeKa, 1, HaNpPOTNB, HEMOCTOAHCTBO BbIABNEHNA B
MoNoCTV HOCa y BGOJbHBIX.

B maToreHese Beflylliee MeCTO OTBOAMTCS 06Pa30BaHNIO aHTU-
HeTPOPUNbHBIX LMToMnasmaTnyeckux aHtuten (AHLA) ¢ nocne-
ZyouWyM pa3BUTUEM OMOCPEOBAHHOIO HENTPObUNamMmn NOBPEX-
[leHVs SHOOTeNnanbHbIX KneTok. TepmrHom «AHLIA» o603HauatoT
ayToaHTUTENa, cneynprUHbIe Mo OTHOLLIEHMIO K MPOTENHAM, Haxo-
OAWMMCA BHYTPU LMUTOMMA3MaTUUECKX TPaHyn HEUTPOPUIoB U
JIN30COM MOHOLUTOB. MeTO[OM HENPSIMOW UMMYHOdII0OpeCLIeH-
LMY NpY NCCneaoBaHny GUKCUPOBAHHbIX CMIMPTOM YeI0BEUECKNX
HenTpodrNoB GbINN BbISIBMIEHbI TPU TUMA CBEYEHUA: LATOMNIAa3Ma-
Tmueckuin (WAHLIA), nepuHykneapHbin (NAHLIA) 1 romoreHHbI
(@AHLA). MepBbii TN aHTUTEN OKa3ancA cneunduYHbIM B OTHO-
WweHnn npoteunHasbl-3 (MP3), BTopon Tn — mrenonepokcnaasbl
(MIMO). FToMoreHHbIN TUN CBEYEHNA XapaKTepm3yeT Tak Ha3biBae-
Mble aTunuyHble AHLIA, 3HaueHre KOTOpbIX OCTaeTCA HeACHbIM A0
HacToswero BpemeHu [9]. B xope B3anmopenctena AHLIA c ymto-
naasMaTMyeCKMMmn aHTUreHaMm NPoTenHasbl-3 1 MUeIoNepoKCm-
[1a3bl HENTPOGUIOB MHAYLMPYETCS afre3ns nociefHuX K CTeHKe
COCY[I0B, a TaKXKe WX AerpaHynsauus ¢ obpasoBaHneM cBOOOAHbBIX
KMNCNOPOAHbBIX PafMKaNoB, TOKCUYECKINX FPaHYIAPHbIX MPOAYKTOB
1 aKTMBaLMen KackafHbIX BOCManmTenbHbIX cuctem. Mpu rpanyne-
MaTo3e C NONMAaHMMUTOM B KayecTBe aHTureHos ana AHLIA BbicTy-
naet cepuHoBaa npotemHasa-3 (MP3-uAHLIA). Takxke B rpynny
AHLIA-BacKynInMTOB BXOAAT MUKPOCKOMUYECKUN MONUAHIUUT 1©
303MHOGWIIBbHBIN rpaHyneMaTos c nonuaHrumnTom (Yapra-Crpocca),
npv KOTOPbIX NPenMyLLeCTBEHHO OMpeaenAlnTCca aHTUTeNa K mme-
nonepokcmpase (MMO-AHLUA). Y naumeHTtoB c [TIA B aKTMBHOM
¢aze MNP3-yAHLA BoisiBnsieTcs B 80—90 %.

K pa3Butuio KnmHuyecknx npossnexHun MA npuBoaaT Asa
npotlecca, NpoTeKaloLye B coCyaax npu BackynuTe. ITo paspyLue-
HU1e CTeHKM cocyaa C e€ pa3pbiBOM 11 KPOBOU3IAHNEM B OKPY»Ka-
loLMe TKaHV 1 NMOBPEXAeHNe SHAOTENNA C 06pa3oBaHUEM TPOM-
60B 1 MLEMUYECKUM MOPaKEHUEM TKaHel, KPOBOCHAbXeHue
KOTOpbIX 0becneyurBaeTcs faHHbIM cocyom [10].

MNaTtomopdonorus

lMpwy Bcex BacKynuTax o6LMMU HAXOAKaMM SBAAIOTCA MHPUIb-
Tpauua BOCNaNUTENbHbIMUA KneTKamu (BocnaneHume) cocyaucTomn
CTEeHKMU C feCTpyKLUMel 31acTUYeCcKon MNNacTUHKK (Npu NopaKeHun
aApTEPUIN UK BEH), KOTOPbIE YaCcTO COMPOBOXAaloTcA GrubprHon-
HbIM HEKpPO30M. B sHOOTeNManbHOM cnoe CTeHKM cocyga MoryT
HabnaaTbCA N3MEHEHNs C HapyLIeHMEM CTPYKTYpbl KIEeTOK Ha
3N1eKTPOHHOMUKPOCKONMYECKOM YPOBHE, [laXe rmMbenbio KNeTok
SHAOTENUsE U Cy63HAOTENVaNbHbIM BOCManeHnem (3HJoTenu-
utom). Tun BocCManeHns MOXET LUMPOKO BapbupoBaTb, Habnoaa-
I0TCA HeNTPOdUNbHbIE, 303UHOGUNBbHDBIE, NUMbONIa3MaThyecKne
WU CMeLlaHHble nHOUNbTpaTtbl. OCOBEHHO BaXkHO uAeHTUOULN-
poBaTb rpaHynieMaTo3Hoe BocnaneHue, Mopdoiornyeckn nposs-
nsouleecs nioxo CGopMUPOBaAHHBIMU FPaHyIeMaMyl, COCTOALLN-
MU 13 SNUTENNOUNIHBIX TMCTUOLMTOB N MHOTOAAEPHbIX FTMFaHTCKUX
knetok [11, 12].
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[paHynembl pa3BrBalOTCA B pe3ynbTaTe o4yaroBol nponnde-
paunn KneTok NpenmyLecTBEHHO MOHOHYK/1I€apHOro NMPOMCXOX-
JeHuA. 9T 06pa3oBaHNA NPeACTaBAAT COOOI CKOMMNEeHNE 3nnTe-
NMONTHBIX KNETOK 1 NMMGOLNTOB, Cpefin KOTOPbIX MHOTAa OOHa-
PY>KMBaIOTCA MHOTOALEPHbIE TUraHTCKUE KNETKN. JNUTENNOoVAHbIe
KNeTKU OT/INYAIOTCA OT 0ObIUHBIX MAaKpOoparos 60/bLWIM 06 bEMOM
LMTOMMa3Mbl, 3aMOSIHEHHOM BaKyoNnAMM 1 JIM30COMaMK, a Takxe
XapaKTepHbIMW BbITAHYTbIMU Agpamm [13].

Mpw rpaHynemaTo3HbIX NpoLeccax rpaHynemMbl 0bpasyoTcs B
OTBET Ha 6aKTepuanbHyio NN FPUOKOBYIO MHPEKLMIO, KOraa opra-
HM3M He MOXEeT CMpaBUTbCA C MHPEKLMOHHbIM areHTom (Hanpwu-
mep, Mycobacterium tuberculosis nnu Hystoplasma capsulatum),
a TaKkKe Ha BellecTBa, KOTOpble BbI3blBAlOT KNETOYHbIN, @ He FyMO-
panbHbINA, TUM YyBCTBUTENbHOCTU. [lonaB B ovar NoBpexaeHus,
Makpodary 3axBaTblBalOT MaTOreHHbI areHT W aKTUBUPYIOTCA.
AKTUBMPOBaHHbIe MaKpodaru BbIAENAIOT XeMOKMHbI A1A NpuBe-
YeHUA HOBbIX Makpodaros n NumboumnToB. B To e camoe Bpems,
aKTVBUPOBaHHble Makpodary noj AelCTBMEM KaK COOCTBEHHbIX
LIUTOKMHOB, TaK 1 TeX, YTO 06pasytoTcA BHOBb NPUObLIBLIMMI NM-
dounTamm 1 mMakpodaramu, NpPeBPaLLAOTCA B KNETKW, KOTOpPble
TEpAT MOABMXKHOCTL M OCTaloTcA B obnactu rpaHynémsl. Mop
[eNcTBMEM Y-HTepdepoHa HeKOoTopble SMUTeNnunasbHble KNeTKn
C/IMBAIOTCA APYT C ApYroM ¢ 06pa3oBaHNeM FMraHTCKUX MHOTOS-
AepHbIX KneTok [13].

Hapsapy c rpaHynemamun obpasytotca v guddysHble TKaHeBble
nHouUnbTpaThl. MpeobnafaLum TUMOM KNEeTOK B MHMIbTpaTax
ABNATCA: Makpodaru, SNUTeNMONIHbIe KNeTKN, TMraHTCKMe MHO-
roafiepHble KNeTKu, Kak Mo TUMy MHOPOAHBIX TeN, Tak U KNeTKu
Muporosa-JlaHrxaHca [12].

KnuHunka

[na knaccnyeckon kapTuHbl [TIA xapakTepHa Tpraga npusHa-
KOB: MOpa)eHne BePXHNX AblXaTeslbHbIX MyTew, Nerknx n novek.
OpHako nepBble NposABReHWs 3aboneBaHnsA pa3HoobpasHbl. Kak
nNpPaBuno, ANArHO3 ycCTaHaB/MBAETCA [OCTAaTOYHO MO3AHO, YTO
06bACHAETCA OTCYTCTBMEM CneLduyecKnx MPU3HaKoB Ha Havanb-
HbIX 3Tanax 3abonesaHus. Yalle 3aboneBaHne HauMHaeTcA nocre-
neHHo, y 90 % 6onbHbIX B AebloTe HabnlopaeTcA mnopakeHue
BEPXHUX AblXaTesIbHbIX NyTeN B BUAE XPOHNYECKOTrO PUHOCUHYCH-
Ta B COYETaHUM C HecneunPuyeckumy CUMNTOMaMK, TakMMK Kak
cy6debpunnTeT, CHKEHNE MacCbl Tena, cabocTb, yTOMIAEMOCTD,
MUanrm n apTpanrun. Ha HauanbHol ctaguy 3abonesaHna 601b-
Hble »anylTcA Ha 3a/10’KEHHOCTb HOCa, CYXOCTb U CKYAHble CN3U-
CTble BbleNneHns, KOTOpble B CKOPOM BpeMeH CTaHOBATCA MHOW-
HbIMW, & 3aTeM NOABAETCA NPUMECH KPOBW. Y HEKOTOPbIX NaLMeH-
TOB C rPaHyNALNAMN B HOCOBOW MONOCTU U paspyLlleHnem HOCo-
BO NeperopofKku HabnoaaTca HocoBble KpoBoTeueHuA. OaHUM
13 XapakTepHbix cmnTomoB TIA sBnAeTcAa o6pa3oBaHNe rTHONHO-
KPOBAHMUCTbIX KOPOK 6YpO-KOPUYHEBOI OKPaCKMW. YAAnATCA OHN
B BUJE CJIENKOB, NPV 3TOM CJIM3MCTasA NCTOHYAETCA U NpuobpeTtaeTt
CUHIOLIHO-KPACHbBIY LBET, a MecTaMu HabnogaeTca HekpoTusauma
TKaHen. C pa3BuTMemM BOCMANUTENbHOrO npouecca Konnmyectso
KOPOK YBENUUYMBAETCA, N OHWU NPUOBPETAOT HEMPUATHBIN, THU-
NOCTHbIV 3anax. B HEKOTOPbIX Cilyyasx B HOCOBbIX X0ofax Habnoaa-
eTcAa obpa3oBaHMe rpaHyNALNOHHOM TKaHW, KOTOpas MeeT APKO-
KPacHbIN LiBET, KOHTaKTHO KPOBOTOUUT. Yalle Bcero oHa pacnona-
raeTCcA Ha PaKOBMHAX, a TaKkKe B BEPXHUX XPALEBbIX OTAenax
HOCOBOW NeperopofKm, HECKONIbKO peXke MeCTOM eé floKanmsauun
CTaHOBUTCA 3afHNI OTAEN HOCOBOW NeperopofKku. XapakTepHbim
ABNAETCA U3bA3BNEHWE CIM3UCTON 060OYUKMN B NEPEAHMX OTAENaX
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HOCOBOI Meperopopkun. B Hauane 3aboneBaHVA f3Ba HaXOAUTCA
Ha MOBEPXHOCTM, HO MOCTEMEHHO YrnybnseTca v LOXOAWUT A0
xpAwa. Mpu AanbHeliwem NporpeccpoBaHnn obpasyeTca nep-
dopauma HOCOBOI NeperopofKK, Ha Kpasax KOTOPOI pacrnosnaraeT-
CA rpaHyNALMOHHaA TKaHb, GopmupyeTca «cepioBmaHan» fgedop-
Mauma Hoca. Y TPeTy NaumMeHToB HabNoAaeTca NOPaXKeHNA yxa, HO
CpeAHVIN OTUT TOJSIbKO B PEAKUX Clyyasax ABNAETCA NepBbIM Npu-
3HaKoM 3aboneBaHuA. [0pa3fo pexe BCTPeYalTCcA A3BEHHO-
HeKpoTUYecKne U3MeHeHUA B ropTaHu, roTKe 1 Tpaxee. Mpu 3Tom
cnmsmnctas obonoyka rMnepeMupoBaHa, a Ha HEeOGHbIX AyXKax,
MVHAANVIHaX, MATKOM Hebe 1 3afiHell CTeHKe TNI0TKN MoABAATCA
6yropKky, KoTopble ObICTPO W3bA3BMAATCA. DPO3UPOBAHHYIO
NMOBEPXHOCTb MOKPbIBAET HaneT, KOTOPbIA MMEeT Cepo-KenTbii
LBeT 1 TPYAHO CHMMAETCA, @ MOBEPXHOCTb NMOA HUM KPOBOTOUMT.
MauuneHTbl XanylTca Ha OXPUMIOCTb, 60N B ropsie, oTMeYaeTcs
CTpUAoOpO3Hoe fAbixaHue [14].

CucrtemHoe nopaxeHue npu IMIA goctaTouyHO YacTo NpoABNA-
eTcA Kak coyeTaHue PUHONOTMYECKUX U OPpTanbMOSIOrMyecKmx
cumnToMoB. BoBneueHme opraHa 3peHVA MO AaHHbIM Pa3HbIX
aBTOPOB HabnofaeTca B 28—52 % 1 NPOABNAETCA KaK KOHbIOHKTY-
BUT, KepaTuT, JaKpPUOLIMCTUT, yBEUT, CKneput. bonesHb yacto pac-
NPOCTpaHAETCA Ha OpOWTYy, Bbi3biBad KapTWHY OpOWTaNbHOrO
HOBOOOPa3oBaHNA C 3K30PTalbMOM, XEMO30M, OFpaHUYEHNEM
NOABWKHOCTW FNa3a, MOHWXEeHVeM 3peHUA BMOTb A0 C/enoThl,
nopovi paspyLueHrem rnasHoro abnoka [15].

MopaxeHre nerknx npu rpaHynemaTtose C MOANAHIUTOM
Habnogaetca y 80—90 % nauveHTOB U UHOTAA MOXET ObITb nep-
BbIM MposBsieHVeM 6one3Hun. K KnnMHMYeckum ocobeHHOCTAM
nopaxeHusa nerkux npu IMA MOXXHO OTHeCTU, Kak MPaBUo, CKyA-
HYI0 ayCKyNlbTaTMBHYI CUMNTOMAaTMKYy W HepeaKko OTCYTCTBUE
KalunsA, ofibllKWN AaXKke NPy HaMYMK BbiPaXKeHHbIX PEHTFeHONorn-
YyecKknx M3meHeHun. 1o faHHbIM HEKOTOpbIX aBTOpoB, B 34 %
CflyyaeB nopaxeHune nerknx ABNAeTCA aCUMNTOMHbIM [16].

MopaxeHune noyek ABAETCA BaXKHbIM JNArHOCTUYECKM Map-
kepom [TIA. Ha MOMEHT yCTaHOBNEHUA [MarHo3a MopakeHue
noyek oTmeyvaetca y 20—80 % naumeHTOB, a NMpu AanbHenLwem
HabnogeHun —y 94 % [17]. KnuHuueckn HabnogaeTca HeppoTu-
YecKuin, MOYeBOM CMHAPOM C remaTtypuen, npoTenHypuen wu
unnuHapypuen ¢ nocneaytowmum passutnem XMH. Mopdono-
rmyeckmn nopakeHue noyek npu MA cootsetcTByeT AuddysHomy
HeKpoTU3MpyloLwemMy rinomepynoHedputy. TUNUYHBIM AnA nopa-
»eHuna novek npwu IMA ABNAeTCA peaKoCTb apTepuanbHON runep-
TeH3UK, 3Ta 0COBEHHOCTb MOXET ObITb Monie3Hon Ana auddepeH-
LManbHOM ANarHOCTUKM C APYTUMU HEKPOTU3MPYIOLMMI BaCKyn-
Tamu [18].

Mpu IMA MoryT HabnoAaTbCA NOpaXKeHMA PasnNNUHbIX opra-
HOB M cucTem. B paHHeln cTagum 6one3Hy yacto HabniopatoTcs
Hecneuunduryeckme apTpanrum, apTPUTbl KPYMHbIX 1 MeSTKUX CycTa-
BOB 6e3 BblpakeHHON fedopmauun. KoxHble NposBneHns npu
[TIA BCcTpeyvatloTcA HevyacTo 1 NpefcTasfieHbl NasbnMpyemon nyp-
nypon, n3bAsBneHmAamu, nanynamu. NopaxeHne nepundepnyeckomn
HepBHOW CUCTEMbI NPefCTaBeHO Neprdepnyeckumm MOHOHEBPHU-
Tamy, UMEOLMN CMELUAHHbIN (CEHCOPHbI U MOTOPHbIN) Xapak-
Tep. LleHTpanbHasA HepBHaA cucTemMa nopaxaetca peako [14, 19].

B TeueHun IMIA nprHATO BbiAENATL Criedyiowmne ctagum:

| — pUWHOreHHWI rpaHynemaTto3 (FHOMHO-HEKPOTUYECKUN,
A3BEHHO-HEKPOTNYECKA PUHOCUHYCUT, Ha3opapuHIUT, NapuH-
TUT, BECTPYKLMA KOCTHOW 1 XPALLEBOI NeperopoaKn Hoca);

Il — nerouHan ctagma (pacnpocTpaHeHne NpoLecca Ha ieroy-
HYIO TKaHb);

Ill — reHepanu3oBaHHOEe NopaxeHue (MopaxeHue gbixaTenb-
HbIX NyTen, Nerknx, noyek, cepaevyHo-cocyancTon CUCTEMbI, Keny-
[OYHO-KULLEYHOrO TPaKTa;

IV — TepMuHanbHas ctagma (noyeyHas 1 NeroyHo-cepaeyHas
Hel0CTaTOUYHOCTb, NMPVBOAALLAA K NleTaibHOMY ncxoay) [20].

Papgunonornyeckne cumntombl

MpeanoyTUTENbHBIM METOLOM UCCIIEA0BaHNA NIETKUX Y 60/b-
Hbix [TIA ABnNAeTCA MHOrocpesoBas KOMMbloTepHasa Tomorpadpumsa
nerkmx opraHos rpyaHon nonoctn (MCKT OITI), no3sonaiowas
BM3yann3mpoBaTb MUHVMAJIbHbIE NPOABIEHNA NMOPAXEHWA NapeH-
XUMbI nerknx. O630pHaa peHTreHorpadua rpygHoN KneTkm obna-
[aeT 3HauMTeNnbHO MeHbluel nHpopmaTMBHOCTbIO [21]. Mpwm MA
HabntopaloTCa cnefytoLye paanonornyeckme CUMNToMbl:

+ AnbBeonapHble remopparumn (CH1XeHve NNOTHOCTY MO TUMNy
«MaTOBOrO CTeK/a»).

+ Y3enku 1 y3/bl pasinyHbIX pasmepoB (0T MeNIKUX [0 [OBONb-
HO KPYMHbIX, B cpefHemM 2—4 cM B AMaMeTpe), pacrosioXKeH-
HbIX MPEUMYLLECTBEHHO MO XOAY GPOHXO-BAaCKYNAPHbLIX Myy-
koB. MpubnusnutenbHo B 50 % cnyyaes, B y3nax onpefenserca
obpa3oBaHue nonoctel (KaBuTauua) (puc.).

« Tlepudepnyeckne cybnnespanbHbie KOHCONMAALMUN MPEUMY-
LecTBeHHO 6a3anbHo, YacTo B BUAE NMPaMUAOK OCHOBaHVEM
K nnespe.

« PeTukyno-HopynApHbI NaTTepH (MMHelHble MAOTHOCTU C
ManeHbKMMU y3efikamu).

« [neBpasnbHbIN BbINOT HabmogaeTca B 10—25 %, MOXeT 6biTb
OfHO- NN ABYCTOPOHHVM.

v

Puc. KT OI'T nayuenma c 'T1A: y3enkoesie o06pasoeaHus e npa-
80M JIe2KOM, pacnoJsioxeHHble 800/1b 6GPOHX0-COCYyOUCMbIX NYY-
K08; y3/1bl U KOHCO/IUOayuu ¢ nojiocmamu pacnada e /ieeom
nezKkom.

YBenuueHue numdaTnyeckux y3nos cCpefocTeHnA MOXeT
Habnogatbca NnpubnmnsmTenbHo B 15 % cnyyaes u Bcerga coyve-
TaeTcA C NopaXKeHveMm MapeHxuMbl nerkux. B pegkmnx cnyyasax
MOTYT HabnofaTbCA y4YacTKM MHTepcTUUManbHoro ¢ubposa,
«COTOBOrO» Jierkoro, pacnonarawouwueca 6asanbHo. B 3aBucu-
MOCTU OT CTaguun 3aboneBaHua (NepBUYHas MaHudecTauus,
060CTpeHME UK PEMUCCUA), MOXKET HabnoaaTbcA pasnnyHas
KOMOVHaLMA yNOoMAHYTbIX NPU3HaKoB [22]. Y nonoBuHbl 601b-
HbIX PEHTFeHONornyYeckre NU3MeHeHNA B IErkKUx AONroe Bpems
OCTalTCA CKYAHBIMU U YaCTO NMPOABAIOTCA BMeCTe C nopaxe-
HUEM NMOoYeK.

YKpaiHCbKUIA NyIbMOHONOriYHMIA XKypHan. 2019, N2 3
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OwnarHos

[lnarHo3 rpaHynematosa C nonuaHrumTom (BereHepa) ycta-
HaBJIMBAIOT C UCMOJIb30BaHNEM KNacCUPUKALIMOHHBIX KpUTepreB
AmepuKaHCKoW Konneruy pesmatosioros (1990):

+ BocnaneHne Hoca 1 NonocTy pTa: A3Bbl B MOMOCTW PTa, THOW-

Hble U/VNN KPOBAHUCTbIE BbIAENEHWA U3 HOCA.

+  M3meHeHus B nerknx npv pagmonornyeckom UccnefoBaHmm:
y3enKku, UHGUIIbTPaTb! MW NONOCTU B NIETKUX.

+  l13meHeHnA mouun: mukporematypua ( > 5 3pUTpoUMTOB B
rnose 3peHna) NN CKOMNEHNA SPUTPOLINTOB B OCAAKe MOYM.

+ bBuoncua: rpaHynemaTo3Hoe BocnaneHne B CTeHKe apTepumn

UNK B NepUBaACKYIAPHOM 1 SKCTpaBa3aibHOM MPOCTPaHCTBe.

Hannuve y 6onbHoro asyx u 6onee nobbix KpUTEPUEB NO3BO-
NAeT NOCTaBUTb ANArHO3 C YyBCTBUTENbHOCTbIO 88 % 1 cneunduny-
HoCTblo 92 % [19].

CornacHo MaTtepuanam MexayHapOAHOro CornalleHnsa no
onpefeneHnio 1 oueHKe pe3ynbTatoB TecTypoBaHua AHLIA, npu
onpegeneHnn AHLIA y Bcex nauneHToB ciefyeT NpMMeHATb MeTof
nmmyHodsmoopecueHuun (U®). AHLIA-nonoxutenbHble CbIBOPOTKM
Heob6XoAMMO MOBTOPHO TecTUpoBaTb MeTodom ELISA Ha npepmet
MP3 nan MMNO-AHLA. MeTop ELISA cnepyeT npyMeHATb BO BCeX Ciy-
yasx, Tak Kak npnbnusnutenbHo 5 % AHLIA-nonoXxumTenbHbIX CbiIBOPO-
TOK ABNATCA NOMIOXKUTENBHBIMM TONIbKO MPU UCMOMNb30BaHNM 3TOTO
meToAa, a He metoga O [23]. CneunduruHoctb AHUA ona IMA kone-
6netca ot 88 fo 100 %, a UyBCTBUTENbHOCTb 3aBUCUT OT aKTUBHOCTY,
pacnpoCcTpaHeHHOCTI NMaToOOrMYeckoro npouecca, Gopmbl 3abone-
BaHUA 1 BapbupyeT oT 28—50 % B HavanbHyto dasy 6onesHn go 92 %
Y NaUMEHTOB C reHepan30BaHHbIM BaCKyIMTOM. [1oBbllLeHVe TUTPpa
AHLIA y 6051bHbIX B CTaguy peMuccmn — GpakTop prcka 060CTpeHNs,
a AVHaMKKa X TUTPa Ha pOoHe LINTOTOKCMYECKOW Tepanum no3Bona-
eT pnddepeHUMpoBaTb 060CTPEHME CaMoro 3abonieBaHUA OT NHTep-
KyppeHTHOI nHdekummn. Onpepenerne AHLIA B KauecTBe CKPUHWH-
roBOro TecTa No3BoJAeT YBENNUNTb BbIAABNAEMOCTb rpaHyiemaTosa
BereHepa, 0cO6EHHO B paHHeli cTagnmn 6051e3HK, Y GONbHBIX C IMMU-
TUPOBAHHON 1 aTUNYHON GopMami 3a60NEBAHNA NN NepeKpPecT-
HbIMM aHTUUTHBIMU CHAPOMamu [19].

JleueHne
B ocTpon ¢ase 6onesHn C Lenbilo MHAYKLUN PemMUCCUn
naureHTaM Ha3HayalT MMMYHOCynpeccaHTbl (Unknopocda-
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MWZ) N CUCTEMHbBIE FIIOKOKOPTUKOCTEPOMAbI (METUANPEAHN30-
noH) [19, 24].

PekomeHgyeTca nynbc-Tepanua umknodochamuaom B/B B
po3sax 15 mr/kr (makc. — 1200 mr/cyT), nepBble 3 «nynbca» Kaxible
2 Hefi., 3aTeM 36 «MynbCcoB» Kaxkable 3 Hep. (Bcero 36 mec.); anbTep-
HaTMBHO — MepopasnbHO 2 Mr/Kr/cyT (Makc. — 200 mr/cyT), HO
B CBA3Y C MEHbLUEN TOKCUYHOCTBIO U KyMYNATUBHOWN 0301 npea-
rnoyTeHve OTAaeTcA B/B BBefAeHMIO (06LWan, KymynaTvBHasA [03a
yuknodochammuza B TeHeHME XKNU3HU He JOSKHA NPeBbICUTb 25 1);
npwv NOYeYHOM HEAOCTAaTOYHOCTY 1 Y MaLMEHTOB CTapLUero Bo3pa-
CTa cnepyeT yMEHbLUUTb JO3NPOBKY.

Putykcrmab (375 Mr/m? 1 pa3 B Hef. B/B B TeueHve 4 Hef. uin
11 2 pas3a c UHTepPBaNoM 2 Hep.) Takke 3deKTUBEH, KaK LMKNO-
docdamung, MoxeT oKazaTbCA NPeANOUTUTENbHBIM B CUTyaLMAX
MOBbILEHHOTO PUCKa NHOEKLMIA 1 Y MONOAbIX 6ONbHbIX, NIAHUPY-
IOWKMX B JaNbHEWLIeM MMeTb eTel; MOXeT ObiTb 3ddeKkTrBHE.,
yeMm uuknodochammy y 6onbHbIX C peunarBom 3abonesaHus,
a Takke ¢ MP3-AHLIA.

MeTunnpenHnsonoH n/o unu 8/8 0,8 Mr/Kr (Makc. 48 mr) nméo
apyron NKC B paBHO3Ha4yHOWM A03€e C MOCTENEHHbIM CHUMXEeHneM
(mo ueneBon 6-8 mMr/cyT Yepes 3-5 MeC. NeYeHs); B TAXKENbIX CIy-
Yasx NPUMEHAIOT NynbC-Tepanuio MeTUANPEeLHMN30IOHOM B/B
B TeyeHue nepsbix 2-3 gHen 500-1000 mr/cyT.

Mocne JOCTWXKEHMA KIWHWYECKOW pemuccumn = 2 net —
MEeTUANPE[HN30JIOH B [03e 6-8 MI/CyT C OfHUM 13 Crlefytowmx
npenaparos:

1) putykcumab 1 r Kaxable 4-6 mec. (Hanbonee 3pdeKTmMBEH
1 NpepoTBpallaeT peunamnsbl);

2) asatmonpuH (2 mr/kr/cyT), meToTpekcat (25-30 mr/Hepn.),
nedpnyHamug (20 mr/cyT).

MporxHos

MporHo3 npwu A 3aBUCUT OT CBOEBPEMEHHO YCTaHOB/IEHHO-
ro fiarHosa u paHHero Hayana Tepanuu. Kak npaswuno, 6e3 neve-
HWA reHepann3oBaHHble GopMbl 3aboneBaHNA MPUBOAAT K CMEPTU
90 % 60NbHbIX B TeyeHue 2 neT. AgeKBaTHasa MMMYHOCYMNPeCccB-
HaA TepanuA BefeT K 3HAUNTENIbHOMY YBENYEHUIO MPOJOSIKN-
TENbHOCTN XM3HW NauneHToB. 10 JaHHbIM HEKOTOPbIX aBTOPOB,
Ha coBpemeHHOM 3Tane 10-NeTHAA BbIKMBAEMOCTb COCTaBffAeT
75-88 % [25].
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